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PA3JEJI . PEBMATOUIHBINA APTPUT

1.1. SIIMAEMUOJIOTINA U KTACCUDOUKALINA

PeBmaronubiii aptput (PA) — ayroumMmyHHOe peBMaTudeckoe 3adoseBanue (P3)
HEU3BECTHOM 3THOJIOTHM, XapaKTEPU3YIOIIEECS PA3BUTUEM XPOHUYECKOIO 3PO3HBHOIO
apTpuTa (CHHOBUTA) M CHCTEMHBIM BOCTIAJTMTENIBHBIM ITOPAXKEHUEM BHYTPEHHUX OPTraHOB.

Pacnpoctpanennocts PA B monynsitiuu coctasisier 0,5-1,5 %. o odurm-
anbHOU cratuctuke B Poccun B 2002 1. OpUTO 3apeructpupoBano 280 ThIC. mamu-
€HTOB C JIOCTOBEpHBIM aAuarHo3oM PA (260 Teic. B3pocibix, 20 ThIC. AETEH U MOJ-
POCTKOB), CpEI KOTOPBIX OoJiee 26 ThIC. YEIOBEK, 3a00JIEBIINX BIEPBHIC.

KeHiuHbI 320071€BAIOT Yallle MYKYUH B 2-5 pa3, COOTHOIICHHE MYXYUH U
KEHIIUH cOocTaBiisieT B cpeanem 1:(2,5-3). PA moxeT BO3HHKaTh B JIFOOOM BO3-
pacte (B IETCKOM BO3pacTe — IOBeHWIbHBIN PA), HO Hanbonee yacTo 3a00JieBaHNe
BbIBISIIOT B 40-50 net. Cpeau nuiy mosoxe 35 net pacnpocTpan€éHHOCTh PA co-
crasiset 0,38%, a B Bozpacte 55 net u crapue — 1,4%. Bpicokyro yacToTy pa3Bu-
i PA oTMeuaroT y OIM3KHX POACTBEHHUKOB (TIEPBOM CTENEHU POACTBA) 0OJIb-
HBIX (3,5%), 0cobeHHo y null xeHckoro nona (5,1%).

[MTPODOUNITAKTUKA

B cBs13u ¢ Tem, 4TO ObLIa JOKa3aHa CBSA3b MeXAy pa3ButueMm PA u xypeHu-
€M, OJTHUM U3 MOJXO0J0B K MEPBUYHON MPOPUIaAKTUKE 3a00JI€BAHUSI CUATAIOT OTKA3
OT KypeHHs, OCOOEHHO IJIsi POACTBEHHHMKOB IEPBOI CTENEHU POJCTBA OOJBHBIX
antu-LIII no3utuBHBIM PA.

KITACCUOUKALINA

[IpunsTa Ha 3acemannu TwieHyMa Accouuyaiy pesMatonoroB Poccuu 30.11.2007:

1. OcHOBHO¥ AUATHO3

* Cepono3uTuBHBIA peBMaTouanbIl apTput (M05.8).

» CepoHeraTuBHbIN peBMaTou IHbIN apTpuT (M06.0).

* Oco0Obie KITMHIYECKHE (OPMBI PEBMATOUIHOTO apTPUTA:

- curipom dentu (M05.0);

- 0one3np Ctuiina, pazBuBIiascs y B3pociibix (M06.1).

* Beposartueiit peBmaTouinblii aptput (M05.9, M06.4, M06.9).

2. Knuuunyeckas craaus

* OueHb paHHsA CTaaus: JUIMTEIBHOCTH 00J€3HU <6 Mec.

* Pannsist cragus: AnurenbHOCTH 06051€3HU 6 Mec. — 1 roj.

» Pa3BépuyTtas cragus: MIUTENLHOCTH OOJIe3HU >1 Tojla P HAJTUYUU TH-
NUYHON CUMIITOMATHUKHA PEBMATOUIHOTO apTPUTA.

e [To3nHsst cTamus: AIUTEIBHOCTh 00JIe3HU 2 To/la U OoJiee + BhIpaKeHHas
nectpykuust menkux (l11-1V pentrenonorudeckas ctaausi) U KPYMHBIX CYCTaBOB,
HaJINYUE OCIIOKHEHUMU.

3. CTeneHb AKTUBHOCTH 00JI€3HH

0 = pemuccus (DAS28<2,6); | = mmskas (DAS28=2,6-3,2);

Il = cpennss (DAS28=3,3-5,1); 11 = Beicokas (DAS28>5,1).

4. BHecycTaBHBbIe (CHCTEMHbIE) IPU3HAKHU

* PeBMaTONIHBIE Y3EIIKH.

» KoxXHBII BaCKyJIUT (SI3BEHHO-HEKPOTUYECKUM BACKYIIUT, HH(APKTHI HOTTE-
BOTI'O JIOKA, IUTUTAJIBHBIA apTEPUUT, TUBEIOAHTUUT).

* HeiiponaTust (MOHOHEBPUT, OJIMHEUPOTIATHS).
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* [IneBpuUT (CyXO0il, BBIIIOTHOM ), IEPUKAPAUT (CYXOM, BBIIIOTHOM).

* Cyx0il CHUHAPOM.

* [Topaxkenue ria3 (CKJIEPUT, STUCKIEPUT, BACKYJIUT CETUATKN).

5. UHcTpyMeHTAIbHAA XapaKTePUCTHKA

» Hannuue unu oTcyTCTBUE 3pO3Uil [0 JaHHBIM pEeHTreHorpaduu, MarHuT-
HO-pe3oHaHCcHO# ToMorpaduu (MPT), ynerpa3zBykoBoro uccineaoBanus (Y3N)]:

- HE3PO3UBHBIN; HPO3UBHBIMN.

» Pentrenonornyeckas craaus (mo IteitHOpokepy):

| — oxonocycTaBHBII 0CTEONIOPO3;

Il — ocTeonopo3 + cykeHne CyCTaBHOM LLIENN, MOTYT OBbITh €IMHUYHBIE SPO3UH;

Il — mpu3HaKu mpeapIAyIeH CTaauu + MHOXKECTBEHHBIC dPO3MH + ITOIABHI-
BHUXU B CyCTaBax;

IV — npusHaku npenpaynieil ctaaiuu + KOCTHbIA aHKHIIO3.

6. lonoTHUTEeIbHAS HMMYHOJIOTHYECKAsl XapPAKTePUCTHKA — aHTUTEJIAa
K HUKJINYECKOMY IMTPYJIMHMPOBAaHHOMY nentuay (anTu-LIIIT)

» Aatu-1{LIT — npucyrcreytor (+). Artu-LIII — oTcyTcTBYIOT ().

7. OynknuoHaabHblil kiaace (OK)

* | — MOMHOCTBIO COXpaHEHBbI BO3MOXKHOCTH CaMOOOCITYKMUBaHUS, 3aHATHEM
HenpodeccuoHanbHON U MpohecCUOHATBLHOM IEATeTbHOCTBIO.
* || — coxpaHeHbl BO3BMOKHOCTH CaMOOOCTYKUBaHMUS, 3aHATUEM Hempodec-

CHUOHAJIbHOW JIeATENbHOCTHIO, OTPAaHUUYEHBl BO3MOXKHOCTH 3aHATHEM Hpogeccuo-
HaJIBHOH J1€ATEIbHOCTBIO.

* Il — coxpaHeHbl BO3MOYKHOCTH CaMOOOCTYXKUBaHHS, OrPaHUYEHbI BO3MOXK-
HOCTH 3aHITHEM HETIPOPECCUOHATBHON U MPO(ECCHOHAIBHOM AESITEIbHOCTBIO.

* IV — orpaHnyeHsl BO3MOKHOCTH CaMOOOCTYXKUBaHUs, 3aHATUEM HEMpO-
(eccroHanbHON U NPOPECCUOHATBHON AESITETbHOCTBIO.

8. Ocy0:kHEeHUs.

* BropuuHbIi CHCTEMHBIN aMUAJIOU03.

* BropuuHslii apTpO3.

* OcTeonopo3 (CUCTEMHBIN).

* OCTEOHEKPO3.

* TyHHenbHbIE CUHAPOMBI (CUHAPOM KapHajbHOTO KaHaja, CHHIPOMBI C/1aB-
JICHUS JJOKTEBOTO, O0JIbIIIE0EPIIOBOTO HEPBOB).

* [loaBBIBUX B aTJIaHTO-aKCHAJIBHOM CYCTaBE, B T.4. C MUEJIONIATUEH, HECTa-
OWJIBHOCTb HIEHTHOTO OT/ENIa MO3BOHOYHUKA.

* ATEpOoCKIEepO3.

KommenTapuu

1. K pyOpuxe «OCHOBHOI 1MAaTHO3)»

Cepono3uTUBHOCTh U CEPOHETaTUBHOCTH OMPENEISAIOT MO0 TECTY Ha peBMa-
TOUJIHBIA (PAKTOP, KOTOPBIM NOKEH ObITh MPOBEAEH C MCHOJIB30BAHUEM JOCTO-
BEPHOT'0 KOJMYECTBEHHOTO WJIM MOJYKOJIMYECTBEHHOIO TecTa (JaTeKc-TecTa, M-
MYHO(EPMEHTHOT0, UMMYHOHE(PEIOMETPUYECKOTO METO/IA).

2. K pyopuke «AKTHBHOCTDH 00J1€3HID)

JIist OLIeHKH aKTMBHOCTH PEKOMEHIYIOT MpUMeHsATh uHiekc DAS2S, B koTopom
YUYTEHBI YeThIpe TapameTpa: uuciio Oosie3HeHHbIX cycTaBoB (UBC), uncno nmpumyximmx
cycraoB (UIIC) u3 28 (TuieueBbIX, JIOKTEBBIX, JIyUE3alSCTHBIX, IMACTHO(MAIAHTOBBIX,
MPOKCUMATEHBIX MEXK(DAIaHTOBBIX, KOJIEHHBIX ), CKOPOCTh ocenanust 3putpormros (COD).
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JlomycTUMO MCHOJIb30BaHUE JIPYTUX METOJOB pacyéTa aKTUBHOCTH, JJIS KO-
TOPBIX JOKa3aHa Xopolias conoctaBuMocth ¢ DAS28.

3. K pyopuxe « MHCTpyMeHTAJIbHASI XapPaKTEPUCTUKA)

Pa3BépHyTas xapakTepUCTUKA PEHTT€HOJIOTUYECKUX CTaIHi:

| cragusa. HebGonbuioil okomocycTaBHbIA OcTeonopo3. ExnHuyHbie KUCTe-
BHUJIHBIE TPOCBETJICHHS] KOCTHOM TKaHW. He3HaunmTenbHOE CyKEHHE CYCTaBHBIX
1IeJeN B OTACIBHBIX CyCTaBaX.

Il cragusi. YMepeHHbIN (BBIpa)KEHHBIN) OKOJIOCYCTaBHBIM OCTEONOPO3.
MHOX€eCTBEHHBIE KUCTEBUHBIE TPOCBETIEHUA KOCTHON TKaHHU. CyKEHUE CyCTaB-
HBIX mIenel. ExuHudnbie (0Ha-4eThIpe) 3pO3UU CYCTaBHBIX MoBepxHocTeil. He-
OonpIiie nedopMariy KOCTEH.

Il cragus. YMmepeHHbIil (BbIpaXkeHHBINM) OKOJIOCYCTaBHBIA 0CTEONOpo3. MHO-
’KECTBEHHBIE KHCTEBUHBIE TPOCBETIEHUS KOCTHOU TKaHU. Cy>KEHHE CyCTaBHBIX IIIe-
neil. MHokecTBeHHbIE (IISATh U O0Jiee) APO3UU CYCTaBHBIX MOBepXHOCTeH. MHOXKe-
CTBEHHBIE BbIpaKEHHbBIE leopmaniuu KocTel. [10/1BBIBUXH U BBIBUXU CYCTaBOB.

IV cragus. YMepeHHbIN (BbIpaKEHHBIN) OKOJIOCYCTaBHBIN (pactpocTpaHEH-
HBII) OCTeonopo3. MHOKECTBEHHbIE KUCTEBUIHBIC MIPOCBETIICHNUS KOCTHOM TKAaHM.
CyxeHnue CyCTaBHBIX LIened. MHOKECTBEHHBIE 3pO3UM KOCTEW M CYCTaBHBIX IIO-
BEpXHOCTEl. MHOXKECTBEHHbIE BbIpakeHHbIE Jedopmannn Koctei. 11oaBbIBUXU U
BBIBUXM CyCTaBOB. EfuHHUYHBIE (MHOYKECTBEHHBIE) KOCTHBIE aHKMIIO3bl. CyOXOH-
ApaibHbIi ocTeocknepo3. OcTeopuTsl Ha KpasiX CyCTaBHBIX TOBEPXHOCTEM.

4. K pyopuke « DyHKIIMOHAJIBHBIN KJIacc» OnrcaHue XapakTepUCTHK.

Camo00ciTy>)KMBaHUE — OJIEBaHUE, TPUHATUE MUIIH, YXOJ 32 COO0H U T.1I.

HenpodeccnonanbHas 1eAT€IbHOCTh — 3JIEMEHTBI OTAbIXA, I0CYTa, 3aHATUS
CIIOPTOM U JIp. C YYETOM I10J1a M BO3PaCTa.

[TpodeccuonanpHas AesTeNbHOCTh — pabora, yuéda, BEJIECHHUE JOMAIIHETrO
X03s1iicTBa (111 JOMPAOOTHUKOB) C YUETOM I10J1a U BO3pacTa.

Ipumeps! GopMyJITHPOBKH KINHUYECKHX THATHO30B

Cepono3utuBHbIil peBMaTonanblii apTput (MO0S5.8), pa3BépHyTas cranus,
akTUBHOCTH |l, ¢ crcTeMHBIMU TIPOSBICHUSIMHU (PEBMATOMAHBIE Y3€JIKH), IPO3UB-
HbIl (peHtrenosiornueckas ctaaus 1), antu-1ILII (-), ©KII.

CeponeratuBnbiii pesmaTouanbiii aptput (M06.0), panHss cranus, aKTHUB-
HocTh |11, Heapo3uBHbIH (penTrenonorunueckas craaus ), antu-LILII (+), OK I.

Cepono3uTuBHbIN peBMaTOUuaHbIN apTpuT (MO0S5.8), mo3aHsAs cTaavs, akTHB-
HocTh |l, ¢ cucTeMHBIMU MPOSIBIECHUSMU (PEBMATOUAHBIE Y3€IKH, TUTUTAIbHBIN
apTepuuT), 3po3uBHBIN (pentreHonornueckas craaus 1), antu-LUII (ve uccne-
noBanbl), @K Ill, ocnoxxkHeHrs — CHHAPOM KapnajlbHOTO KaHalla CIpaBa, BTOPUY-
HBI aMHJIOU03 C MIOPAKEHUEM TIOYEK.

Beposithbiii ceponeratnBHbIil peBMaronanbii aptput (M06.9), pannsis craqus,
akTUBHOCTH ||, Heapo3uBHLIA (perTreHomornaeckas cramus l), antu-LILIT (+), PK1.

1.2. STUOJIOT'UA U ITATOI'EHE3

Otuosiorusi PA He uzBecTHa. M3ydaroT TPUITEPHYIO POJIb ITUPOKOTO CIICK-
Tpa IK30TEHHBIX (HAampuMep, KypeHue), nHOEKIMOHHBIX (BUpyc DmmTeitHa-bapp,
napBoBupyc B19, perpoBupychl, CyliepaHTUTEHBI U CTPECCOPHBIC OeTTKU OaKTepuii)
Y DHJIOTEHHBIX (IUTPYJUIMHUPOBAHHBIE OCIKU U MIENTUIBI) (haKTOPOB.

Kpome Toro, moTeHIuaibHO apTPUTOTE€HHbBIE CTUMYJIbI YCIIOBHO Pa3lIesiOT
Ha JIBE€ KaTErOpHHU.
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AnswioBanTHbie. K 3TO# rpyrmimne oTHOCAT MUKPOOHBIE (TJTFOKAHBI, JTUTIOTIOU-
caxapunsl, OakrepuanbuHyio JIHK) m BHemHecpemoBbie (KypeHUE, KOMIOHEHTHI
MUHEpaIbHBIX MaceJ, YTOJIbHYIO MbLIb) (aKTOPHI.

Aytoanturennbie. K HUM OTHOCAT Oeliku KoyuiareHa (KoyuiareHsl TurosB 1,
IX, X, Xl, omuromepHbIil MaTPUKCHBIN OEIOK XpsIIa, IPOTECOTIMKAHBbI).

Baxueitmum pakTopom pucka pa3Butus PA cunrtaiot KypeHue, KOTopoe 4a-
CTO acCOLUUPYETCsl C OoJiee TKETBIM TeUeHUEM 3a00J1eBaHUs (CEPOTIO3UTUBHOCTh
no P®, mosiBieHHe pPEeBMATOMUJIHBIX Y3JIOB, OBICTPOE 3pPO3UPOBAHUE CYCTaBOB).
Hanpumep, y KeHIIMH, BRIKYpPUBAIOIIUX 0oJiee 25 curaper B JIeHb, PUCK Pa3BUTHUS
PA B Teuenue 20 set cocraBuger 1,4.

[IpeanonararoT, 4To MOTEHIMAIbHBIE ITHOJOTUYECKHUE (HAKTOPBI, B3aUMO-
JEUCTBYSl C TEHETHYECKOW MpPEepacroiOKEHHOCThIO, TPUHUMAIOT HE MpsMOe, a
OTIOCPEJIOBAHHOE Y4YacTHe B pa3BUTHU PA.

I'eneTnyeckasi mpeapacnosiokeHHOCTb. CyIlecCTBOBAHHE TI'€HETHYECKOM
IPEIPACTIONOKEHHOCTH K pa3BUTHIO PA moaTBepkaatoT ciieayronue GakThl.

Y MOHO3HUTOTHBIX OJM3HELOB BBISABISAIOT 00J€€ BHICOKYIO KOHKOPJAAHTHOCTD
B pa3BuTuu PA, uem y nu3urotueix (12-15% npotus 3,5%).

VY pOACTBEHHUKOB NEPBON CTENEHU POACTBA PUCK 3a00ieTh PA cocraBiser
1,5 mo cpaBHEHUIO C MOMYJISIITUOHHBIM.

Puck paszeutus PA acconmmmpoBaH ¢ HOCUTENBCTBOM AHTUIEHA IJIABHOTO KOM-
ruiekca rucrocopmectuMoctH kiacca |l HLA-DR4 (u DR1), koTopslii BkitogaeT Ooiee
22 amnenedt. [Ipu n3yyeHnn MHIMBUTYATLHBIX ajljieieid ObUIO MICHTU(HUIIMPOBAHO JBA,
HanOosee TecHo accormupoBaHHbiX ¢ PA: DRB1*0401 u DRB1*0404. Xapakrep-
HOW OCOOEHHOCTBIO 3THUX aJUIENIEH CUMTAIOT AMHHOKHCIOTHYIO TOCIIEI0BATEIBHOCTD
(JISMIMH-TIIFOTAMUH-TTM3UH-APTUHUH-AJIAHUH B TIOJIOKEHUSIX COOTBETCTBeHHO 67, 70,
71,72 u 74) B Tperbeil runepBapuabdbuiibHoii oonactu HLA-DRp-1ieneit, kotopas mosy-
Yiia Ha3BaHue «oOmmii smurom» (Shared epitops — SE). HocurensctBo HLA-
DRBP0401 BeisBisitoT y 50-61% mnarmentoB ¢ PA, a HLA-DRBP0404 — y 27-37%.

Cy1iecTByeT HECKOJBKO THIOTE3, OOBSCHSIONINX CBSI3b MEXKIY HOCHUTEIb-
ctBoMm SE u passutuem PA. Hamomuum, uto pynkuus HLA-DR, skcnpeccupyto-
IIMXCS Ha MOBEPXHOCTH TaK HA3bIBAEMBIX aHTUTECH-TIPE3CHTUPYIOUINX KIETOK, CO-
CTOWT B CBSI3bIBAHWU W MPEJCTABICHUU (MPE3CHTUPOBAHUN) TENTUIAHBIX AHTHTE-
HOB CD4" T-nmumdormram. [Tockonbky momuMopdu3mM aMUHOKHCIOTHBIX OCTaTKOB
IJIaBHOTO KOMILJIEKCAa THCTOCOBMECTUMOCTH Kitacca |l onpenenser cTpykTypy mner-
TUJA, KOTOPBIM MOXET CBSI3BIBATHCS C BHICOKOW aBUHOCTBIO, ONMPEEISIOMEN Xa-
paktep aktuBanuu CD4" T-mumdoruros, npeamnonarawt, uro SE Moxer addek-
TUBHO MIPE3EHTUPOBATH APTPUTOTECHHBIN nenTua T-1umdoruram.

CornmacHo Apyrod MOJENM, NMPU BO3HUKHOBEHUHM MOJIEKYJSIPHOM MHUMUKPHUH
MEXITy aMUHOKHCIIOTHOM TTOCJIEI0BATEIBHOCTEI0 SE M apTpUTOreHHOTo aHTHTeHa cam
SE Moxer mHAynupoBaTh akTuBaimio T-kierok. OOHapykeHa TOMOJIOTUSl aMUHOKHC-
JIOTHBIX MOCTEA0BATENbHOCTEN SE 1 HEKOTOPBIX apTPUTOTCHHBIX AHTUTEHOB, TAKKX, KaK
TJIMKONIPOTEHH Bupyca DmirreliHa-bapp, 6enok teroBoro 1oka Escherichia coli u mp.

Kpome Toro, HocutenbcTBO SE acconuupoBaHo ¢ TsoKecThio TeueHus PA u
MpO-TPEeCCUpPOBaHUEM IPO3UBHOTO Tipoliecca. [To manHbpIM Metaananuza (10 ucce-
nosanuii, 1027 marueHToB ¢ PA), HOCHTEILCTBO OJHOTO WM ABYX autencii DR4*
CBSA3aHO C JIBYKPAaTHBIM YBEIMUYEHHEM PUCKA IPO3UPOBAHUS CYCTaBOB. Puck pa3Bu-
THSI BHECYCTaBHBIX TMPOSBICHUN (PEBMATOWIHBIA BaCKYJIUT, MHTEPCTUIIMAILHOE
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3aboneBaHue JETKUX, CHHAPOM DenTH) TaKKe acCOIMUPOBAH C HOCUTETLCTBOM SE
[0401,0404 u (unmu) 0408]. Hakonen, HocuTenbcTBO ABYyX aieneit DR («mgo3a» re-
Ha), uMerolux SE, cuibHee CBsI3aHO C TsKeCThio PA, yeM HOCUTENBCTBO OJIHOM
konuu. Takum oOpaszoM, SE accouunpoBan He ¢ puckoMm Bo3HUKHOBeHUSI PA B 11e-
JIOM, a C Pa3BUTHEM TSHKEIIOr0 BapuaHTa TEUECHHsI O0JIE3HU.

OcoOpbIii HHTEpEC NMPEICTABIIAIOT JAHHBIC O CBSI3U MEKIY OOITUM SITUTOTIOM,
dakropamu pucka pazsutusi PA u ayroumMmyHHbIMU HapyiieHusMu (PO u anTH-
LIIT anTtuTena), xapakTepHbIMU ISl JaHHOTO 3a0osieBaHus. HamomHum, 4to ce-
pono3uTUBHOCTh MO0 P®D cBs3aHa ¢ TSHKENBIM TEUEHUEM U HEOIArONpUsITHBIM MPO-
rHO30M 3a0oseBaHus. IMMyHHBIE KOMIUIEKCHI, conepxkaiue PD, o6magaioT BbI-
PaKEHHBIM MMATOT€HHBIM [TOTEHIHAJIOM.

Oco0biii nnTepec npeacrapistor aHTU-LLIT antutena. YcranosneHo, uro o60-
pa3oBaHKe UUTPYJUIMHA U3 apTUHUHA MIPEJICTABIISIET COOOM MOCTTPAHCISAILMOHHYIO KOH-
BEPCUIO OJHOM aMUHOKHCIIOTHI B IPYTYIO B pe3yibrare Ae3amuHupoBanus. lIpornecce
PETYIHUPYIOT (PEPMEHTHI, KOAUPYEMbBIE CEMEMCTBOM I€HOB MENTUIWIAPTUHUH J€3aMU-
Hasel (ITAAIT-TTA/{14 u TTAJI116). [TockonbKy apruHUH — MOJOKHUTEIBHO 3apsKEH-
Hasi aMUHOKHCJIOTA, & [IUTPYJUTUH — HEUTpasibHasl, MOSBJICHUE MOCIECAHEN PUBOJIUT K
U3MEHEHUIO CTPYKTYPhI U YBEIIMYEHUIO UMMYHOT€HHOCTH MOJU(PUIIMPOBAHHBIX O€JI-
koB. Bo3pacraer ux adunHOCTh K DR4 1 c10cOOHOCTH aKTUBUPOBAThH T-THMM(OIHUTHI.
HutpymummHrpoBaHue OEJIKOB — YHUBEPCAJIbHBIN MPOLIECC, ACCOLIMMPOBAHHBIN C pa3BU-
THEM BOCHAJICHUS, a TaKXKE C BIMSHUEM (DPAKTOPOB BHEIIHEW Cpelibl, B MEPBYIO OYe-
penb, KypeHreM. B kauecTBe apTpUTOTEHHBIX UTPYJUIMHUPOBAHHBIX OEJIKOB MOTYT
BBICTYNaTh (PMOPHUHOIEH, BUMEHTHH, (DMOPOHEKTHH, OC3HOJIa3a, AHTUIeH-1 U siAepHbIe
Oenku Bupyca JnireiiHa-bapp, a Takke ayTOSMUTOIbI, JIOKATU30BaHHbBIC B aHTUTEH-
CBSI3BIBAIONINX Y4acTKax perentopoB T- u B-mumdoruTos.

B HemaBHUX HCClieOBaHUSAX OBLIO YOEIUTENBHO MOKAa3aHO, YTO COYETAHUE
HocuTenbCcTBa SE ¢ kypenmnem (a Takxke co 310ynorpedbieHrneM KohernHoM U Ipu-
€MOM KOHTpALIENTHBOB) CYUIECTBEHHO YBEJIMYMBAET pUCK pa3BuTusi Pd-
MO3UTHBHOTO M, 0ocoOeHHO, aHTH-L[I{II-mo3utuBHOrO PA. IlpuMeuarensHo, 4TO B
OTCYTCTBHE HOCUTENHhCTBA SE (haKTOpPBI BHEIIHEHW Cpeibl HE YBEIMUYHUBAIOT PHCK
pa3BUTHUSI TAaHHOTO 3a00JIEBAHMUS.

OO6Cy»X)aaroT pojb U APYTUX TEHETHUECKNX (HaKTOPOB, HETIOCPEICTBEHHO HE
ces3anHbiXx ¢ HLA-DR. K HuM oTHOCST monumopdu3m reHOB MENTUIUIapTUHUH
ne3aMuHa3bl, Oenka Tupo3uH ¢ocdaraser N22 (protein tyrosine phosphatase N22
(PTPN22), cyto-toxic T-lymphocyte-associated antigen-4 (CTLA-4).

[Ipeanonararot, yto npu PA nmenTuauiapruHUH Je3aMUHAa3a CTaOuJIbHEE,
YTO, B CBOIO OY€pPEe/ib, MOKET MPUBOJUTH K YBEIUUCHHUIO CIIOCOOHOCTH (hepMeHTa
HUTPYJUIMHUPOBATH OCIKUA WJIM K BO3PACTAHUIO KOJUYECTBA MOAUMUIIMPOBAHHBIX
OEJIKOB C BBIPAXKEHHOU apTPUTOIr€HHOM aKTUBHOCTBIO.

I'er PTPN22 xogupyet cunTe3 TUpOo3uH PocdaTasbl — hepMeHTa, KOTOPHIA
peryJupyeT Mmopor akTUBAIUU T-KJIETOYHBIX PEIEnTOpOB. Y MAllMEHTOB C aHTH-
[IIII[I-mo3utuBHBIM PA BBISIBICHO yBEJIWYEHUE YACTOTHl HOCHUTEIILCTBA aJlICNICH
reHa PTPN22, kotopoe accouMUpOBAaHO CO CHHUXEHHUEM IOpOra axKTHUBAIlUU
T-kneTok, a, caeA0BaTEIbHO, C UX TUIIEPAKTUBHOCTHIO.

Baxnyto ponb moxer urpats noaumopdusm rena CTLA-4, npoayKTsl KOTO-
pOro MOJIABJISIOT U30BITOUHYIO akTUBAIMIO T-muMdonuToB. HamoMHuM, 4To 1715 OIl-
TUMAJILHOWU aKkTUBAIMK T-TMM(GOIMTOB HEOOXOIMMO, KaKk MUHHUMYM, JIBa CUTHAA.
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OnvH U3 HUX MOXKET OBITh PEATN30BaH B MPOIIECCE B3aUMOJCHCTBUS T-KIETOUYHBIX
PEIEeNTOPOB C KOMITIEKCOM «IENTH/I-TJIaBHBIA KOMITIEKC THCTOCOBMECTHMOCTH,
AKCIPECCUPOBAHHBIM Ha MEMOpPaHE aHTUTEH-TIPE3CHTUPYIOIINX KIIETOK, APYron — 3a
CUET B3aUMOJICUCTBUS TaK HA3bIBAEMbIX KOCTUMYJIUPYIONIMX pelentopoB Ha T-kieT-
Kax U COOTBETCTBYIOIINX JIMTAHIOB Ha aHTUTECH-TIPE3CHTUPYIOMMX KieTKaxX. Kimoue-
BOM KOCTHMYJIATOPHBIM CHUTHaN oOecmeunBaeT B3aumojeiictue CD28 wa T-mum-
domurax 1 CD80 u CD86 Ha aHTUTeH-TIPE3EHTUPYIOMKX KiIeTKkax. [Ipu momyuenuun
00oux curHajioB T-IUMMOIUTHI MPOTUPEPUPYIOT U CUHTEIUPYIOT LIUTOKUHBI, KOTO-
pbI€ aKTUBUPYIOT APYTHE KICTKH KIMMYHHOU CUCTEMEI (B MIEPBYIO o4Yepeh Makpoda-
rv). B OTCyTCTBHE KOCTUMYIIATOPHOTO CUTHAIA T-TUMQOIUTHI TEPSIOT CIIOCOOHOCTD
53¢ (dEeKTUBHO OTBEYATh Ha AHTUTEHHBIE CTUMYJIBI M TIOTHOal0T myTéM amonTo3a. Csi-
3piBanne CTLA-4, mpencTaBisioniero coooi BeicokoaBUAHBINA jurany aast CD80 u
CD86, npenoTBpalaeT nosBieHne KocTuMyupyroiero 3¢dekra akruBarmu CD28
Ha T-muM@OIUTHI (KOCTUMYITMPYIOIIUN CUTHAJ 2) M, TAKUM 00pa3oM, MOIaBIIsET aK-
tuBanuio T-kietok. HocutenberBo onpenenénnbix amteneit CTLA-4 accomumpoBa-
HO ¢ pazButueM antu-L{L{II-mo3utuBHOrO PA.

WTak, pe3ynbTaThl MPOBEAEHHBIX UCCICAOBAHUN CBUIECTEIBCTBYIOT O CYIIIC-
CTBOBAHHUU IO KpaitHel Mepe IBYX KIMHUKO-TEeHETUYeCKuX cyoTunoB PA.

Antu-1{II-mo3utuBHel cyoTun. Passutue accoummpoBaHo ¢ SE, HLA-
DRB1, onpenenéanpiMu amtensmu reHoB PTPN22, CTLA-4, nenTuawiapruHuH
JIe3aMHUHA3bl U BHIPAXKCHHBIM B3aMMOJICUCTBHEM T'€HETHYECKUX (haKTOpPOB U (ak-
TOPOB BHEIIIHEN CPEJibl, B IEPBYIO OUEPE/ib, KYPEHHUSI.

Antu-HUII-nHeratuBHbii cyOTumn. Ero pa3ButHe CBSI3BIBAIOT C HOCHUTEIb-
ctBom HLA-A1, B8, DRB1*03 ramnorurma.

C ToukHM 3peHUs MATOreHETUUYECKUX MeXaHU3MOB, PA — rereporennoe 3a0o-
neBaHue. B oCHOBE pa3BUTHS JICKUT CIOKHOE B3aWMOJIOTIOIHSIONIEE BIUSHUE Te-
HETUYECKHA JCTCPMHUHHPOBAHHBIX W MPUOOPETEHHBIX AE(EKTOB HOPMAIBHBIX M-
MYHOPETYJSATOPHBIX MEXaHW3MOB, OTPAHMYMBAIOIINX IMaTOJIOTHYCCKYI0 aKTHBa-
IIUI0 UIMMYHHON CHUCTEMBI B OTBET Ha MOTEHIIMAIBHO MATOTCHHBIC, a HEPEIKO U
(U3UOIOTHYECKHE CTUMYJIBI. DTO ONpeaesieT MHOrooopa3ue KIMHUYECKUX U M-
MYHOJIOTMYECKUX MPOSBICHUN, 4TO Aenaer PA Oolsiee MOXOXMM Ha KIMHUKO-
UMMYHOJIOTUUECKHI CHHAPOM, YEM Ha OJIHY «TOMOTEHHYI0» 0OJIE3Hb.

OcHoBy maToJiornueckoro mpoiiecca npu PA cocTaBisieT cucteMHOe ayTo-
MMMYHHOE BOCIajieHue, 0ojiee BCEro 3aTparvBaroiliee CUMHOBUAILHYIO O0O0JIO0UKY
cycTaBoB. VMIMEHHO pa3BUTHE MPOTPECCUPYIONIETO HEKOHTPOJIUPYEMOTO CHUHOBHU-
IBHOTO BOCMAJIEHUs OTIMYaeT PA OT Apyrux XpOHUYECKUX BOCTAIUTEIBHBIX 3a-
OoJieBaHUIl YEIOBEKAa KaK peBMaTHYECKOM, TaK M HEPEBMATHUECKOU MPUPO/IBI.

Beaynmii Mopdonornyeckuii npru3HaK PeBMAaTOMAHOIO BOCHAJIEHUS — (POPMHU-
POBaHUE SKTOMUYECKOTO OYara TMIepIuia3sui CHHOBUAILHOW TKaHU. VIHBa3UBHBINA POCT
ATOM CTPYKTYpHI (MaHHYyCa) MPUBOAUT K Pa3pYIICHUIO CYCTABHOTO Xpsiilia U CyOXOH-
IPAJIBHOM KOCTHU. B CMHOBMAIbHOM TKaHW OTMEYAOT YBEJIIMYEHUE YMCIIa CUHOBUOLM-
TOB THIA A (KJIETOK, HATOMUHAIOIMIKX Makpodarn) u Tuna B (kJ1eTok, HanmoMUHAIOIINX
¢budpobIacTel), TOMIMHLI MHTUMBI (C 2-3 10 10 1 Oonee CI0eB BBHICTUIIAIOIIMX KJIC-
TOK), HH(QUIBTPALIMI0O UMMYHHBIMH W BOCTIAIMTEILHBIMU KJI€TKaMu (Makpodaramu,
T- u B-mumdoruramu, Mmia3sMaTHIecCKUMK U JCHIPUTHBIMH KJIETKaMH), 0Opa3oBaHKe
(OJUTUKYJIOB, COCTOSIIMX W3 JHUM(OMIHBIX KJIETOK W HAIIOMHHAIONIMX POCTKOBBIE
HEHTPBI JIMMGPATUIECKUX y3710B. PaHHMI TpU3HAK PEBMATOMIHOTO CHHOBUTA — 00pa-
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30BaHME HOBBIX COCY/IOB (HEOAHTMOTEHE3). DTOT MPOLIECC aCCOIMUPOBAH C TPAHCCY/1a-
[UEN U MUTpaLuel TMM(pOIMTOB B CHHOBHAJIbHYIO TKaHb U JieikoruToB — B CK.

Pa3Butne PA CBSI3aHO ¢ I€HETWYECKH JETEPMHUHHPOBAHHBIM T-KIIETOUHBIM
MMMYHHBIM OTBETOM MPOTHB IIMPOKOrO CHEKTPa MOTEHIMAIBLHO MAaTOT€HHBIX (apT-
pUTOTeHHBIX) aHTUreHOB. [Ipu PA mpeobnamaer Thj-tum mmmyHHOTO OTBeTa. Jlmst
HEro XapakTepHa THUIEpPHpPOAYKLIHS NPOBOCHAIUTENBHBIX HUTOKUHOB, TAKUX, KaK
NJI-1, ®HO-a, NJI-12, WJI-7, NJI-17, NJI-18, a Takxe NJI-2 u ramma-uaTepPepoH.
BaxxHoe mociieicTBrE MOIIpU3allid KMMYHHOTO OTBETa 110 T hj-THIry — npeobJiaa-
HUE CHHTE3a MPOBOCHAIUTENBHBIX IIUTOKMHOB HaJ aHTUBOCHANUTENbHBIMH (TTip-
TUIa). B IUPOKOM CIEKTpE MPOBOCIAIUTENBHBIX TUTOKMHOB LIEHTPATbHOE MECTO
3anuMaroT ®HO-a, NJI-1 u NJI-6, uHayuupyrommue CUHTE3 MEIUATOPOB, MOIJIEP-
YKUBAIOILIUX BOCMAJICHUE U CIIOCOOCTBYIONINX Pa3pyIICHUIO CYCTaBOB.

Crnenyer mog4epKHyTh, 4TO MporpeccupoBanue PA — nuHamuuecku pas3Bu-
BAIOIIMIICS MPOLECC, KOTOPBIM (KaK ¢ TOYKH 3PEHUS NATOr€HETUYECKUX MEXaHU3-
MOB, TaK U Ha OCHOBaHUMU KIMHUKO-WHCTPYMEHTAJIBHBIX M JJAOOPATOPHBIX MPOSB-
JICHUI1) YCIOBHO MOJIPA3/EIIAIOT Ha HECKOJIBKO CTaUM.

Craguu pazsutus PA.

* Pannsasa craagmsa. [[ns Heé xapakTepHbl MOSBICHUE HECTELU(PUUECKOTO
BOCIIAJICHUS U CUHTE3 opraHoHecnenudpuyeckux ayroantures (PO u antu-1{LIT).

* PazBépuyras craamsa. HaGmonaroT ObICTPYIO XpOHHU3ALMIO BOCIIAJICHMUS,
HapyLIEHUsI aHTMOI€HE3a, aKTUBALMIO YHAOTENMS, AKTUBHYI0 MUTPALMIO KJIETOK B
30HY BocnayieHus, aktuBanuto CD4" T-kIeTok, CHHTE3 MPOBOCHAIHUTENBHBIX I1-
TOKWHOB, IPOCTAaIJIaHINHOB, KOJUIAr€Ha3bl, METAUIONPOTENHA3.

* Ilo3ausas cragus. /{1 Heé XapakTepHO NOSBIECHUE COMATHYECKUX MyTa-
WA U HAPYLIEHNUN aroINTo3a CUHOBUAJIBHBIX KIIETOK.

T-mum¢pountel. OCHOBHYIO poib B pa3Butun PA wurparot T-nmumdouuTtsl,
coctapssitonue 6omnee 50% kiaeTouHoro MHGUIBTPATa CHHOBUAIBLHON TKaHU, B TO
BpeMs Kak J0J1s1 B-KJIETOK 1 IIa3MaTHYeCcKUX KJIETOK He IpeBbImaet 5%.

[Tonansitomiee OONBIIMHCTBO T-TMM(OIUTOB NMPUHAMIEKUT CYONOMYJIISIUH
CD4+ T-kneTok ¢ (heHOTHIIOM, XapaKTEPHBIM ISl KIIETOK MaMsITH, 1 MapKEPaMH, Xa-
pakTepHbiMU 7151 akTuBUpOoBaHHBIX JuMdoruToB (HLA-DR u CD27). Ilpu stom
CD27+CD4+ T-nmuMbomuThl TPOSIBISIOT aKTUBHOCTD XEJMEPHBIX KJIETOK, CTUMYIIH-
pYIOLIMX CUHTE3 ayToaHTuTen B-knetkamu. Kpome Toro, B CHHOBHAIbHOM TKaHU MPU
PA ormeuaror HakomieHue B u30bITOUHOM KoimuectBe CD4+, CD8*, CD28-
T-knerok, 00nafarONMX aKTUBHOCTBIO ayTOPEAKTUBHBIX €CTECTBEHHBIX KHIJIIEPHBIX
KJIETOK. ¥YBEJIMYEHHE YUCIIA ITUX KIETOK KOPPEIUPYET C Pa3BUTHEM 3PO3UM B CyCTa-
BaX U MOBBIIIEHHBIM PUCKOM Pa3BUTHSI KAPAHOBACKYJISIPHBIX OCJIOKHEHUIA.

BaxHbIM KOMIIOHEHTOM akTuBauu T-kieTok npu PA cuMraror KOCTUMYIIS-
0. M3BeCTHO, 4YTO MpeACTaBICHHE AaHTHreHa T-TuMQoIMTaM aHTHIeH-TIPE3EH-
TUPYIOIIUMH KJIETKaMH (JICHAPUTHBIMUA KJIeTKaMu, Makpodaramu, B-xietkamm) 63
KOCTHMYJISILIMK, TJC ydacTBYeT cucTema perentop-kopeuenrop (CD28/CD80/86,
MEKKJIETOUHbIE MOJIEKYJIbI aJIN€31H, AHTUTEH- 1, ACCOLIMUPOBAHHBIN C (PYHKIIUEH JIUM-
(bo1MTOR), PUBOAUT K aHepruu u rudenu T-kietok. B peBMaTonIHOM CUHOBUATLHOM
TKaHH BBISBJISIIOT THIIEPIKCIPECCHIO KOCTUMYJISITOPHBIX MOJIEKYJI, YTO MOKET MPUBO-
JUTh K aKTUBAIMK U npoiudepannu T-KIeTok B OTCYTCTBHE CHIEU(PUUECKUX ayTOaH-
TUTE€HHBIX CTUMYJIOB, MOAJEP>KUBAIOIINX Pa3BUTHE AyTOMMMYHHOT'O ITpOIIecca.
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Peryasitopusie T-kierku. HamoMHuM, 94TO 10 COBPEMEHHBIM IPEACTaBIIE-
HUSIM, Pa3BUTHE ayTOMMMYHHBIX 3a00JI€BaHUN CBSI3aHO C HAPYIIEHUEM CYIpPeccop-
HBIX MEXaHHU3MOB, KOHTPOJIUPYIOIIUX ToJepaHTHOCTh T- u B-nmumdonuToB k ayTo-
aHTureHaMm. B cBolo0 ouepenb, aKTUBUPOBAaHHBIE ayTopeakTuBHble T- u B-kieTku
MHAYIUPYIOT BOCHAJICHUE U TIOBPEXKJICHNE COOCTBEHHBIX TKaHEH OpraHu3Ma.

HenaBHO ObLT OTKPBIT HOBBI MEXaHW3M UMMYHOJIOTMUYECKOM TOJIEPAHTHOCTH, B
peanu3aipy Kotoporo npuHuMarot ydactie CD4*, CD25" T-xietku (CyOnomyssims
CD4" T-mum¢o1mToR), MOTYYHBIIIHE HA3BaHUE PEryISTOpHBIX T-KiieTtok. OHM 001a1aroT
CIOCOOHOCTBIO TTOJIABTISITH AyTOAHTHTeH-CIICM(IUECKyT0 Tpomdepaniio u dhheKTop-
Hble (DYHKIIMU ayTOPEaKTUBHBIX JTMM(OIMTOB. B akTHBaImu, pasBUTHN U OCYIIECTBIIE-
HUM (QYHKIMHA PEryasiTOpHbIX T-KIETOK MPUHUMAET ydacTHe SiIepHBbIA (akTop TpaH-
CKpHITIMH, CBS3aHHBIA ¢ X-xpomocoMoi (FOXp3). D1oT (akTop paccMaTpuBaroT Kak
YHHUKaJIBbHBI MeMOpaHHBI Mapkép peryssTopHbix T-kietok. Poms CD4*, CD25+ T-
KJIETOK B pa3BUTUM PA Obuta yOeqUTENTbHO MOKa3aHa HA MOJIETISIX AKCIIEPUMEHTATBHBIX
apTPUTOB, UHTYIIMPOBAHHBIX KOJJIAN€HOM M JIPYIMMH ayTOQHTUI'€HAMH. Y MAlMEHTOB C
PA ortHocutemsHOe KoimuectBo CD4*, CD25" T-kj1eTok CyIeCTBEHHO HE W3MEHEHO,
OJTHAaKO MX (DYHKIMOHAJbHAS aKTMBHOCTh 3aMETHO CHIDKEHA. [Ipu maHHOM cocTostHuM
oOHapy>kuBatoT yBenuueHue KoHieHTparmu NJI-15 u NJI-7, nomapmnsrommx peryssrop-
Hyto akTuBHOCTE CD4", CD25" T-kiieTok. Boibliioi HHTEpeC MPEeACTaBIISIOT JaHHBIC O
BoccraHoBneHnu Qyskiwii CD4*, CD25" T-knetok Ha (oHe edeHnst MHQIMKCHMaO0OoM.

Hapymennsi anonrro3a. CylecTBeHHYIO poiib B IporpeccupoBanul PA urpator
HapYILEHUs aronTo3a (MporpaMMrUpoBaHHON Troem) T-kieTok. B cHOBHANIBbHOM TKaHU
1pu PA BBISBIISIIOT TUIIEP3KCIIPECCHIO T€HA OIyXOJIEBOM Cynpeccuu pS3. MyTtaiu B 3T0M
TeHe PUBOJAT K HApyILIEeHNsAM HopMaitbHOU peniapaimn JJHK m iponiecca anonrosa.

B-kieTku. Pe3ynbraThl 3KCIIEPUMEHTAIBHBIX HCCIEAOBAHUN CBUAETENb-
CTBYIOT O 3HaUUTEIbHON poiu B-nmumdpouuros B perymsuuu T-KJI€TOYHOTO UIMMYH-
Horo oteera ipu PA. Ha mozeny sKkCnepuMEHTaNbHOTO apTPUTA y MBIIIEN € TSIKE-
aeiM kKoMOuHUpOoBaHHBIM uMMyHoehuToM (NOD-SCID), pa3zBuBatonmmMcs mnpu
[epEeHOCe CMHOBUAJILHOW TKAaHW OT MAIlMEHTOB C aKTHBHBIM PA, ObuIO MoOKa3aHo,
4yro B-mumdornutel yuacteyror B aktuBaiuun CD4" T-kietok mo Thj-tumy B Bocma-
NEHHON CHHOBHAIILHOW TKaHHW, BBIMONHAS (PYHKIHIO CHEU(pUUIECKUX aHTUTCH-
NPE3CHTUPYIONINX KIIETOK. B-kietku, cuntesupyromue PO, o6nagatoT yHUKaIbHON
CHOCOOHOCTBIO B3aUMOJIEUCTBOBATh C UMMYHHBIMU KOMIUIEKCAMHU U MPE3EHTHPO-
BaTh IIMPOKUH CIEKTP ayTOAHTHICHOB, a aKTUBHPOBAaHHBIE B-KiIeTkHM sKCmpeccu-
PYIOT KOCTUMYJIATOpHBIE MOJIeKYJbI (B7 1 CD40), HeoOXoauMbIe IS IIOTHOIICHHOM
aktuBanuu T-kietok. O6cyxkmaT 3pGEeKTOpHYIO0 posib B-KIETOK B pa3BUTHH CY-
CTaBHOM JECTPYKUUHU. DTOT MPOLECC pealu3yercsl 3a CUET CHHTE3a MPOBOCHAIH-
TenbHBIX 1UTOKMHOB (DHO-a, NJI-1 m mumdorokcnna), a takxke WJI-6 u NJI-10,
OKa3bIBAIOIIUX JOMOTHUTEIHFHOE CTUMYITUpYIOIIee AelicTBUE Ha B-muMboIuThI.

Tyunsble kiaeTku. [lonydeHs! naHHble 00 y4acTUU TYYHBIX KJIETOK B pa3BU-
TUU PEBMATOUIHOTO CHHOBUTA. Y CTAHOBJICHO, YTO MX aKTHBAIW, B MHAYKIIUUA KO-
TOPOW MPUHUMAIOT Y9acTHE KOMIIOHEHTH KOMILJIEMEHTA, ayTOAHTUTENA U [IUTOKHU-
HBI, IPUBOJUT K CHHTE3Y IIMPOKOTO CIEKTpa MEIUATOPOB BOCHAJICHUS (TUCTaMU-
Ha, ®HO-a, TpunTaszel, XuMasbl 1 HEKOTOPBIX JIPYTHX), CTUMYJIUPYIOLUINX XOHIPO-
UThI, CHHOBUAIbHBIE (PUOpOOIacThl U Makpodaru. ITU KIETKH, B CBOIO OYEPE.ib,
TaK)K€ CHHTE3UPYIOT MPOBOCHAIUTEIBHBIE MEIUATOPHI, BBI3BIBAIONINE OTEK (TH-
CTaMHH) U IECTPYKIIMIO KOCTHOM TKaHH.
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AHruorene3. OHUM M3 CaMbIX PaHHUX 3TAllOB Pa3BUTUSI PEBMATOUIHOIO CHU-
HOBHTA CYMTAIOT POCT HOBBIX COCYZIOB B CHHOBHAJILHOM 000JI0UKe. DTOT MPOILECC ac-
COLIMMPOBAH C HAKOIUICHUEM JKUIKOCTH B MOJIOCTH CYCTaBa U TPAHCMUIPALIMEH JIUM-
¢pouutoB u nelikormro B CXK. CymiecTBeHHOE yBenrMueHHe 00bEMa peBMATOUTHON
CUHOBHAJIBHOM TKaHU CO3AET YCIOBUS U Pa3BUTHSI OTHOCUTEIBHOM TMIIOKCHH, YTO
CUMTAIOT CTUMYJIOM JUIs CHHTE3a (haKTOpa TPAHCKPUIIIUH-1, HHIYIMPOBAHHOTO TH-
HOKCUEH. DTOT PaKTOp aKTUBUPYET TPAHCKPUIILIUIO T€HOB MOJIEKYJI, y4aCTBYIOIIUX B
aHTHOI€HE3€e, U B IEPBYIO OUEPElb, COCYAUCTOTO SHAOTEINAIBHOTO (hakTopa pocTa.

K npyrum BaskHBIM aHTMOTEHHBIM CyOCTAHIIUSIM OTHOCST TeTIapUHCBSI3BIBAIO-
i (akTop pocra, MakpodaraibHbIi aHTHOTEHHBIN (PakTop, mpoctarnanauusl E1 u
E2, NJI-8, snurenuanbHbIi HEUTPOPUIIbHBIN aKTUBUPYIOITUH TENITH 78, aHTHOIIO0d-
TUH-1, a TaK)Ke MOJIEKYJIbI aAre3un: MHTerpruH asB3. Ha anrnorenes onocpe1oBaHHO
Brusier DHO-a, cTuMynupyrouil SKCIpeCcCUIo PelenTopoB AJisi aHTUOMO3THHA-1.

Huroxkunbl. KiroueByro poJib B pa3BUTUM XPOHUYECKOTO BOCHAIUTEIBHOIO
Ipolecca UIrparoT LUTOKUHBI, CUHTE3UPYEMbIE KIETKaMHU, WH(QUIbTPUPYIOLIUMU
CUHOBHAJIBHYIO O00JIOUKY cycTaBa. L[UTOKHMHBI, UMEIOLIME BaXKHOE 3HAUCHHE B
pa3BuTHH PA, NOTEeHIHATBHO MOTYT OBITh MUIIEHSIMU JJIA (papMaKoTeparuu.

CuHoOBHA/IbHBIC BBICTHJIAKOIIME KJICTKHU. [0 BIMsSHMEM NPOBOCHIAIUTENb-
HBIX LUTOKWHOB CMHOBHAJIbHBIE BBHICTUIIAIOIINE KIETKA NPUOOPETAOT TaK Ha3blBae-
MBI TpaHcPOpMALMOHHBIN (peHOTUI. XOTS, B OTIIMYHUE OT OITyXOJIEBbIX, CHHOBHAIb-
HbI€ BBICTWJIAIOIINE KJIETKHM HE METAacCTa3UpYIOT, OHU MPHOOPETAIOT CIOCOOHOCTh K
MHBAa3UM COCAVHUTENIBHOM TKaHW XpAIIA M CBSI30K M CTUMYJIMPYIOT aKTHUBALMIO U
TP PEpEHIUPOBKY OCTEOKIACTOB, BBI3BIBAIOIINX PE3OPOLIMIO KOCTHON TKaHH.

MexaHu3Mbl JeCTPYKUUM XPpSAIIa U CYOXOHAPAJIbLHON KOCTH. BaxHyro
pOJIb B IECTPYKLMU XPSIIEBOM M KOCTHOM TKaHU WUIPAKOT MATPUKCHBIE METAILIO-
IpOTEHHAa3bl, TAKUE, KaK CTPOMENU3UH (MAaTPUKCHAs METAJIONPOTENHa3a-3), MaT-
pPUKCHasl MeTajionpoTenHasa-13, makpodaranpHas 31acTta3a (MaTpUKCHas MeTall-
nonpotenHasa-12) u ap. X CHHTE3UpPYIOT MOJ BIMSHUEM MPOBOCHAIUTEIBHBIX
MeIaTOPOB Makpodaru ¥ CHHOBUAJIbHbBIE (UOPOOIIACTHI.

XapakTepHOH OCOOEHHOCTBIO MOpaXE€HUsI CycTaBoB Npu PA cuuraror mpo-
IPECCUPOBAHUE JAECTPYKIIMH KOCTHO-CYCTABHOW TKaHU B OTCYTCTBUE XAPAKTEPHOIO
U1l BOCTIAJICHUS PETapalliOHHOTO KOMIIOHEHTa. B oTiimune ot apyrux 3aboneBaHuii
CYCTaBOB (HampuMep, CIIOHAWIOAPTPUTOB), KOI/Aa MPOLECCHl JECTPYKIHUU COMPO-
BOXKIAET ajiekBaTHOE (hOPMUPOBAHUE HOBOM KOCTHOM TKaHW, Npu PA mnokanbHas
KOCTHas! pe30pOLHs CYIIECTBEHHO Mpeo0IaiaeT Hall MPOLEecCaMi BOCCTaHOBIICHUS.

B ocHoBe 3TOr0 (heHOMEHa JIe)KAT HECKOIBKO MEXaHU3MOB.

B 3one Bocmanenust Habmonatot runepnpoaykiuo @HO-a. OTor nuToKuH
o0JazaeT cnoCOOHOCThIO YBEJIIMYMBATH KOJIMYECTBO OCTEOKJIACTOB U CHUXKATh KO-
JUYECTBO OCTEO0JIACTOB B 0Uare MOpPaXKEHUsl.

I'unepakcnpeccus nmurana pernentopHoro aktuBaropa NF-kB (receptor ac-
tivator NF-kB ligand-RANKL) crmocoOCcTByeT AecTpyKIIMU KOCTH 3a CUET TMOBBI-
IIEHUS] aKTUBHOCTU OCTEOKJIACTOB.

Poab ayroanturea. Ilpeanonararor, yuro P® wu antu-L{LII anTurena He
TOJIBKO SIBJISIFOTCS TUATHOCTHUECKUM MapKEPOM, HO U UMEIOT OOJIBILIOE 3HAUCHHUE B
pazBuTuu PA. DTu aHTUTENa 0OHAPYKUBAIOT HA CaMbIX PAHHUX CTaAUSIX U JaXKe
70 KIIMHWYeCKoW MaHudectanuu 3aboneBanud. [1osiBiieHre aHTUTEN CBSA3BIBAIOT C
OoJiee aKTUBHBIM TEYCHUEM 3a00JIeBaHUS M 00Jiee BHIPAKCHHOU JNECTPYKIMEH Cy-
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craBoB. IlaccuBHoe BBenenue antu-L{LII anTUTENn yTsKENAET TEUEHUE DKCIIEPHU-
MEHTAJIBHOTO KOJUIAr€HOBOT'O apTpUTAa.

Jpyrue ¢pakropbl. K 1pyruM BaKHBIM CTUMYJIATOpPaM BOCIHAJIEHUS U TKa-
HEBOM JECTPYKIMH OTHOCAT MPOIYKThl aKTUBALMM KOMILJIEMEHTA (aHA(PUIOTOKCH-
Hbl C3a, CS5a). Ux obpazoBanue cBa3aHo ¢ PD-coaepxanuMu UMMYHHBIMU KOM-
mekcamu U antu-LIII anTMTENnamMu, a Takke MWMPOKUM CIIEKTPOM «HEHMMYH-
HBIX» MEANATOPOB, BKIIIOYAsi OKCHUJl a30Ta, HellponenTuasl (cyOctanuus P), meta-
0O0JIMTHI apaxUI0HOBOM KUCIOTHI, (PaKTOPHI CBEPTHIBAHUS KPOBU U (GPUOPUHOIIU3A.

Takum oOpazoMm, PA cuurtaroT rereporeHHbIM, MyJIbTU()AKTOPHATLHBIM 3a-
6oneBanuem. [Ipu 3Tom (hakTOpHI BHENIHEH Cpebl U TeHETHUECKHUE (PaKTOPhI pUC-
Ka BHOCSIT pa3JIM4HbII BKJIaa IpU (POPMUPOBAHUH PA3HBIX BAPUAHTOB OOJIE3HHU.

1.3. KNIMHUYECKAS KAPTUHA

Pa3BuTuio apTpuTa MOXET MPEAIIECTBOBATh MPOIAPOMAIIBHBINA NEPUOJ -
TEJIBHOCTBIO OT HECKOJIbKUX HENENb J0 HECKOJbKHX MecsAueB. K ero ocCHOBHbIM
IPOSIBJIICHUSIM OTHOCAT MOBBIIIEHHYI YTOMIISIEMOCTbD, MOXYIAaHHUE, NEPUOANIECKA
BO3HUKaIOIIKE 00JIM B cycTaBax (4acTo NpU U3MEHEHUHU aTMOC(EPHOro JaBICHUs),
CHIDKEHHE alleTUTa, MOBBIIICHHYIO MOTIMBOCTh, CyOPEOpUIbHYIO TeMIepaTypy
TeJla, YMEPEHHYI0 aHeMuto, yeennuenrne COD.

Hauano 3a0osneBanms. Bapuantbl Hauana 3a0o0yieBaHHS Pa3HOOOpAa3HBI.
OObIYHO 00JI€3HP HAYMHAETCS C MOJMApTPUTa, peke MpeodiafaroT apTpairuu,
YTPEHHSISI CKOBAaHHOCTh B CYCTaBax, yXYJUIEHHE OOIIEro COCTOSIHUS, CIa0O0CTh,
noxyzanue, cyodedpunpHas Temmeparypa Tena, JUMQpaaeHonaTus. ITU CUMITO-
MBI MOT'YT IPEAIIECTBOBATh KJIMHUYECKH BBIPAKEHHOMY IIOPAKEHUIO CYCTaBOB.

VY cnoBHO BBIACNSIOT CIEAyIONIME BapruaHThI 1e0roTa PA.

* CUMMETPUYHBIN OJIMAPTPUT € MOCTETIEHHBIM (B TEYEHUE HECKOJIBKIX MECSILIEB)
HapacTaHueM OOJIM U CKOBAHHOCTH, IPEUMYILECTBEHHO B MEJIKUX CYCTaBaX KUCTEH.

* OCTphIil NOAUAPTPUT C MPEUMYLIECTBEHHBIM MOPAXKEHUEM CYCTaBOB KH-
CTEH U CTOIN, BBIPAKEHHON YTPEHHEW CKOBAaHHOCTHIO (0OBIYHO HAOJIOIAIOT paHHEE
nosiByicHue P® B kpoBM).

* MOHO- WX ONUroapTPUT KOJEHHBIX WM IUIEYEBBIX CYCTAaBOB C IOCIEMY-
IOUIMM OBICTPBIM BOBJICUEHHUEM B IIPOLIECC MEJKUX CYCTaBOB KUCTEH M CTOII.

e OCTpblii MOHOAPTPUT KPYITHBIX CYCTaBOB, HATIOMUHAIOIINN CENTUYECKHUM
WM MUKPOKPHCTAJUIMYECKUI apTpUT.

* OCTpbIl OJIUTO- WK TIOJUAPTPUT C CUCTEMHBIMHU sIBJICHUSIMU ((heOpriibHas
auxopajaka, JuM@aaeHonatus, renarocisieHomeranus). Yame HabmogaoT y Mo-
JIOABIX MAIUEHTOB (HaroMuHaeT 00sie3Hb CTUILIA B3POCTBIX).

e [lanuHapOMHBIA peEBMATU3M. XapakTEPHbl PEUUAMBUPYIOIINE AaTaKU
OCTPOTO CUMMETPUYHOIO MOJIMAPTPUTA CYCTABOB KUCTEH, PEKE — KOJICHHBIX U
JIOKTEBBIX CYCTaBOB, IJUTEIBHOCTHIO JI0 HECKOJIBKUX YAaCOB MJIM JHEH ¢ MOoCeny-
IOLUM TTOJIHBIM BBI3JIOPOBJICHUEM.

* PeinivBupyrommii OypcuT U TEHOCHHOBUT OOBIYHO JTy4€3aIsiICTHBIX CyCTaBOB.

* OCTpblil NOMUAPTPUT Y JIMILL ITOKUIIOTO BO3PACTA C MHOKECTBEHHBIM MTOpaXKe-
HUEM MEJIKHX U KPYIHBIX CYCTaBOB, BRIPAKEHHBIMH O0JIsIMH, TU(PHY3HBIM OTEKOM U
OTPaHWYECHUEM TMOJBMKHOCTH cycTaBoB. [lomyuun nazBanue «RS3PE-cungpom»
(remitting seronegative symmetric synovitis with pitting edema — pemutupyrommii
CEpOHEraTUBHbIN CUMMETPUYHBIN CHHOBHT C MOAYIIKOOOPa3HbIM OTEKOM).
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* I'eHepanu3oBaHHAs MHAITUS, CKOBAHHOCTb, JENPECCHS, JBYCTOPOHHUI
CHUHJIPOM 3aIsICTHOTO KaHamna, noxyaaHue. OObuHO HAOIIOAAOT B MOXKUIIOM BO3-
pacte. HamoMuHaeT peBMaTHYECKyrO nojJuMuanruio. [losBiaeHne XapakTepHBIX
KJIIMHUYECKUX MTPU3HAKOB PA oTMmeuaroT no3aHee.

BapuanTtel Teyenms. [lo xapakrepy nporpecCUpoBaHHS JECTPYKLHUHU CY-
CTaBOB U BHECYCTABHBIX (CHCTEMHBIX) MPOSBICHUN BBIIEISIOT HECKOJIBKO BapUaH-
TOB TeueHus PA.

* JInuTenbHas cioHTaHHas KinHU4Yeckas pemuccus (<10% ciayuaes).

* Unrepmuttupyromee teuenue (15-30% ciryyaes). lleprionnueckn BO3HUKAET
TOJTHAS. WJIM YaCTUYHAsI peMUCCHs (CIIOHTaHHAs WM MHAYLIMPOBAHHAS JICUEHUEM ), CME-
HSTIOILASICS] 00OCTPEHUEM C BOBJIEUEHHUEM B IPOLIECC PaHee HE MOPKEHHBIX CYCTaBOB.

* IIporpeccupyromiee Teuenue (60-75% cmydaeB). Hapacraer mectpykiius
CyCTaBOB, OTMEYAIOT MOPAKEHUE HOBBIX CYCTaBOB, PA3BUTHE BHECYCTaBHBIX (CH-
CTEMHBIX) TIPOSIBIICHUH.

* beictpo nporpeccupyromiee teuenue (10-20% ciydaeB). AKTUBHOCTH 3a-
00JIeBaHUS MOCTOSIHHO BBICOKAs, HAOIOAAIOT TSKENbIE BHECYCTaBHBIE (CHUCTEM-
HBIE) MPOSIBICHUS.

ITopaskenusi cycraBoB. KilmHMueckue Npu3HaKu NOPAKEHHUS CYCTaBOB MOTYT
OBbITh YCJIOBHO pa3JiesieHbl Ha 2 KaTeropuu: MOTEHIMAIBLHO 00paTuMble (OOBIYHO paH-
HUE) (CMHOBUT) U HEOOpaThMble CTPYKTYpHbIE (OoJiee Mo31HUE) (IPO3UH, AHKUIIO3).
Takoe pa3neneHue nMeeT 3Ha4YeHHE JIJIs1 yCTAaHOBJIEHUS CTa/IuH 3a00JI€BaHus, IPOTHO3a
Y BbIOOpa TaKTUKM JeueHuss. CTpyKTypHbIE MOBPEXKIEHHUS MOTYT pa3BUBAThCS OBICTPO
(MHOTIa B TEUEHHE MEPBBIX MecAleB 0osie3Hn). Hanboree sipkuii mpu3HaK BOCTIAJICHUS
CHUHOBHAJILHON 000JIOYKHM CycTaBOB Npu PA — yTpeHHsAs ckoBaHHOCTb. E€ umTens-
HOCTbh OOBIYHO KOPPEIHUPYET C BBIPAKEHHOCTHIO CHHOBHTA U COCTABJISIET HE MeHee 1 4.

XapakTepHbIM 111 PA cuuTarOT CTOMKOE CUMMETPUYHOE MOJMAPTUKYIISIPHOE
BOCHAJIIEHUE TISICTHO-()AJAHTOBBIX, MPOKCUMANbHBIX MEXK(ATaHrOBBIX U JIyde-
3aIIICTHBIX CYCTaBOB 00enx KUCTel. J[0CTaTOuHO paHO MOKHO Ha0III01aTh Hapylle-
HUS PYHKIUU KUCTU (MTALMEHTY TPYJHO WM HEBO3MOXKHO CKaTh PYKY B KyJIaK).

K oTHOCHTENbHO paHHUM MpPU3HAKAM OTHOCAT aTPOPHUI0 MEKKOCTHBIX
(uepBeoOpa3Hbix) MbIII. [Ipy pa3BUTHM JAHHOTO COCTOSIHUSI OTMEYAlOT CBOEOO-
pa3Hoe moxyAaHue Tbula KUCTU. [Ipu OGonbIION JIMTENBHOCTH OOJIE3HH YacToO
HaOII0AI0T aTPO(HUIO0 MBIIII IPYTUX JOKATU3AIUN: MPEAIIeUbs, HaAIIeubs, 0&-
nep, rojaeHeil. ATpodus cBs3aHa ¢ OrpaHMYEHUEM MOJBUKHOCTU B COOTBETCTBY-
IOIUX CYCTaBaX.

[Tpu 1UTETHPHOM TEUEHUH XPOHUUYECKOTO apTpUTa (pUOPO3HbIE U3MEHEHHUSI B
TKaHAX CyCTaBa CHOCOOCTBYIOT CMOPIIMBAHMIO KAaIlCyJbl, CBS30K, CYXOXKHIJIMH,
pa3pylLICHUIO CYCTaBHOM MOBEPXHOCTH W, KaK CIIEICTBUE 3TOTO, PA3BUTHUIO BbIpa-
KEHHOUM Neopmaluu CycTaBOB, MOJABBIBUXOB M KOHTpakTyp. HabmomaroT orpa-
HUYEHHE 00BbEMa JBMKEHUH, a 10 MEpe Pa3BUTHS aHKUJIO30B HACTYMAET MOJIHAS
HEMOJABM)XHOCTh OJIHOTO UJIM HECKOJIBKHUX CYCTaBOB.

JanpHeiiee nporpeccupoBanue PA npuBoaut K (GOpMUPOBAHUIO Pa3TUYHBIX
THUIOB 1O/ABBIBMXOB. Hanbosee TMM4HOM 111 1aHHOTO 3a00JIeBaHUsl CUUTAIOT JIOK-
TEBYIO JICBUAIMIO KHCTH C OTKJIOHEHHEM MajiblIeB B CTOPOHY JIOKTEBOU KOCTH, 00Y-
CJIOBJIEHHYIO TOJIBBIBUXaMHU B IMSICTHO-(DaJIaHTOBBIX CyCTaBaxX M CJIA0OCTHIO MBbIIIIL.
Takast popma KUCTH MOJTyuniia Ha3BaHUE «IUIABHUK MOpxkay». JledopMmalus nanblieB
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10 TUIY «IIIeH JeOes MPOUCXOAUT Ipu (OPMHUPOBAHUM CTUOATETLHON KOHTPAKTY-
pBl B MSICTHO-(paJIaHTOBBIX CYCTaBax, Mepepa3rnOaHuy MPOKCUMAIIBHBIX U CTUOAHUH
JMCTAJIbHBIX MEX(aaHroOBbIX CycTaBoB. JledopMmalys cycTaBOB MOKET UMETh BUJL
MyroBU4HOW netiau. Ilpyu 3TOM MpoucXOmuT BBIpaXEHHOE CrudaHue B ISICTHO-(a-
JIAHTOBBIX CyCTaBax IMpH Mepepa3rnOaHuu JUCTAIBHBIX MEK(ATaHTOBBIX CYCTABOB.
OTH U3MEHEHUS! KHCTU PE3KO OTPaHUUYUBAIOT €€ BO3MOXXHOCTH, 3aTPYAHSIOT BBITIOJ-
HEHUE OOBIYHBIX JABIKEHUH. [lanimeHTy TpyaHo yaep:KaTh Yalliky, JOXKKY U T.4. ITO-
MY CIIOCOOCTBYET TAK)KE€ PA3BUTUE KOHTPAKTYPHI OOJIBIIOTO Majiblia KUCTU B PE3YJib-
TaTe MOPaXEHUS MACTHO-TPANEIUEBUIHOTO CyCTaBa.

ApPTpUT CyCTaBOB 3aIsICThsl MPUBOAUT K JECTPYKLIUU MEIKUX KOCTEH C TO-
CJIEYIOIKUM 00pa30BaHUEM €IUHOTO KOCTHOTO 0JI0Ka U (pOPMUPOBAHUEM aHKUIIO-
3a C 3aICTHO-TISACTHBIMU CyCTaBaMH. AHKHJIO3UPOBAHUE CAMOTO JIy4e3amnsiCTHOTO
cycTaBa OTMEUaloT pelko. BocmamuTenbHblil mporecc B HEM BBISBISIOT IO MOSIB-
JICHUIO MPUIYXJIOCTH, OOJE3HEHHOCTH NpHU JBMXKEeHUM. [Ipu apTpure jydenoxre-
BOT'0 CyCTaBa MallEHThl OTMEYAIOT OOJIE3HEHHOCTh MPU MPOHALMU U CYNHHALIUU.
Hepenkoe ocinoxHeHHEe apTpuTa 3TOTO CyCTaBa — BOSHUKHOBEHHE 3a/IHETO MO/BbI-
BHXa FOJIOBKU JIOKTEBOW KOCTH M3-3a €€ MOJIBIYKHOCTH.

CycraBbl cTon OBIBAIOT MOPAKEHBI Y TPETH NAIIMEHTOB YK€ B PAHHEM IEpHU-
oJie 3aboneBanus. [Iporecc 0OpIYHO TOKANNU30BAH B ILTIOCHE()AJaHTOBBIX CYyCTaBax
nanbueB [1-1V. K ocHOBHBIM MpOSIBIEHUSM apTpUTa 3TOM JOKAIU3aUUUA OTHOCST
00Jb TIpU XOAb0OE U, OCOOCHHO, MPHU MOANPBHITMBAHUU WM CTOSIHUM Ha Majibliax.
OTMmeuaroT NOCTENEHHOE Pa3BUTHE JedOpMaAIlUU CTOMBI C OMYCKAHUEM IEPETHETO
cBoma, popmupoBanuem hallux valgus u monoTkooOpa3Hol aedopMaun ocTab-
HBIX TAJBIIEB C TIOJBBIBUXaMHU B TUIIOCHE(AaHTOBBIX cycTaBaX. | 0JOBKH IUTIOCHE-
BBIX KOCTEH BBICTYNAIOT C MOJOIIBEHHONW CTOPOHBI CTOIbI, YTO YaCTO NMPUBOJIUT K
HOSIBJICHUIO «HATONTHILICH» U HEKPO30B KOXKH HAJl CyCTaBaMHU.

[TopaxeHne JTOKTEBOrO CycTaBa yalle HaOMIOAAOT Ipu OoJiee JIUTEIHHOM
teueHnu PA. IlaTomornuecknii mpouecc B CyCTaBe MPUBOJIUT K OTPAHUYEHUIO CTH-
OaHus U pa3ruOaHus C MOCIEAYIONUM 00pa30BaHUEM KOHTPAKTYPHI B TIOJIOKCHUH
noyiycrubanusi U moiynpoHanuu. Ilpu 3TOM HEpeaKko MPOMCXOIUT YIIeMIICHUE
JIOKTEBOTO HEPBa C Pa3BUTHEM MapecTe3nu B MHHEpBUpyemon uM obnactu. Ilopa-
’KEHHE TJIEYEBOT0 CycTaBa 0OYCIIOBJIEHO HE TOJIBKO CHHOBUTOM, HO U BOBJICUEHHU-
€M JUCTAJIbHON TPETH KIIFOUYHUIIbl, CHHOBUAIBHBIX CYMOK M MBIIII] [IJIEYEBOTO MOSI-
ca, IIeU U TPyAHOM KJIeTKU. [Ipu nosgBaeHnn BOCHAIUTEIBHOTO MPOLIEcca B MieYe-
BOM CyCTaB€ OTMEYAIOT MPHITYXJOCTh M OOJE3HEHHOCTh MpHU Majblalld KakK C
Hapy>KHOM MOBEPXHOCTH, TaK U CO CTOPOHBI OIMBIILIEYHON SIMKH.

[TopaxxeHne TOJIEHOCTOIHOrO CycTaBa HaOJIOAl0T peXke, KaK MpaBuilo, MpH
TSOKEIOM TpOTpeccupyromeM nonuapTpute. OCHOBHOE KIMHUYECKOE MPOSBICHHE
JAHHOTO COCTOSIHUS — OTEK B 00J1aCTH JOABDKKU. [Ipy BOBIEUYEHNN B MATOJIOTHYE-
CKUH TPOIECC CBSI30YHOTO ammapaTa W MBI TOJIEHH MOXKET BO3HHKATh HeCTa-
OMIILHOCTH TOJICHOCTOITHOTO CYyCTaBa C YaCTHIMH MOIBHIBUXAMH.

Konennble cycTaBbl — yacTas JIOKaau3allks PEBMATOWMTHOTO TMOPaKECHUS.
Brinot B cycTaBe ornpenensior no 0ayuioTUpOBAaHUIO NP Masbllalliyd B HANpaBJie-
HUU C NepeIHENaTepaIbHOIO OT/IeNa K MEIUaIbHON CTOPOHE.

Taz00eapeHHbI cycTaB 00BIYHO OBIBAET BOBJICUEH B MATOJIOTMYECKHM MpoO-
I[IECC Ha MO3IHUX CTaaAuiX 3aboseBaHus. [Ipy MCTUHHOM TOpakeHUH Ta300eIpeH-
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HOTO CyCTaBa MalMeHThl OTMEYAIOT 00Jb, UPPATUUPYIOLIYIO B MMaXOBYIO 00IaCTh
WJIW HYDKHHAM OTJEIN ATOAMYHON 00IacTH.

[TopaxkeHue CycTaBOB NMO3BOHOYHMKA OTMEUYAIOT PEIKO M Ha IMO3JIHUX CTa-
qusax. CTpagaeT B OCHOBHOM IIEMHBIM OTHEN BCIEICTBUE apTpUTa AaTJIAHTO-
aKcuaiabHOTrO cycraBa. [Ipym 3TOM BO3HHMKAOT OOJIM M CKOBAaHHOCTh. BoBieueHue
AyrooTpocTyathix cyctaBoB Cj-CV MOXXeT MpUBOAMUTH K UX CMEIICHHUIO U, BCIE/-
CTBHE 3TOT0, K CAABJICHUIO CIIMHHOTO MO3ra.

[Ipu PA taxxe ObIBaeT mopak€H BUCOYHO-HIKHEUEITIOCTHON CyCTaB, OTpa-
HUYMBAsi OTKPBITUE PTa U 3aTPYAHSS PUEM TTHIIIH.

BuecycraBHble (cucTeMHbIe) nposiBjeHus. /[ns PA xapaktepHo pa3Butue
Pa3HOOOpA3HBIX CHUCTEMHBIX (BHECYCTAaBHBIX) MposiBieHU. MHorma oHu Moryt
npeo0aaaaTh B KIMHUYECKOW KapTHUHE 00Je3HH. Pa3BUTHE BHECYCTaBHBIX MPOSB-
JeHu (BacCKyJNWT, IUICBPUT, TEpUKapAuT, cuHapoMm Dentu, nepudepuyeckas
HEBpOMAaTHsl, MOPaKEHHE Ti1a3, TIIOMEPYIOHEPPUT) CUUTAIOT (HAKTOPOM pHUCKa Jie-
TaJbHOT'O UCXOJA, B IIEPBYIO OUYEPEb OT KapAUOBACKYJISIPHOU ITATOJIOTUH.

PeBmaronHbIe y3€IKM CUATAIOT TUIIMYHBIM MpOsiBICHHEM PA, XOTS nX penko
OOHApYXMBAIOT HA paHHEW cTaguu. VX 0OBIMHO BBIABISIOT uepe3 3-5 JIeT OT Hayvaia
3a0oneBanus (npubmmsurenbHo 'y 30% mmurensHo Oonerommx PA). Xapakrephbie
NPU3HAKA PEBMATOMIHBIX Y3€JIKOB: IJIOTHAsh KOHCHUCTEHIMS, 0€300J€3HEHHOCTh, OT-
CYTCTBUE U3MEHEHNI KOKW HaJl HUMH, OTCYTCTBHE CIIASHHOCTH C MOJIEKAIMMU TKa-
HSIMU, JIOKJIM3alKs B 00J1aCTH JIOKTEN (Hapy»KHasi HOBEPXHOCTh JIOKTEBOTO OTPOCTKA),
CYXOXKWJIMHA KUCTH, aXUJUTOBBIX CYXOKWJIHMI, BOJIOCHCTOM YacTH I'OJIOBBI, KPECTLIA.

Backymut — Taxke 0THO U3 XapaKTEPHBIX CHUCTEMHBIX IposiBieHn PA. B ocHo-
BE€ €r0 BOZHUKHOBEHUS JIEKUT BOCIIAJIEHUE COCYIUCTOIO pyciia — NaHapTepuuT. Pa3pu-
THE BACKyJIUTA Yallle HaOJIOAAI0T Y MYKUMH, Y MAIIMEHTOB C BHICOKUMH TUTpaMu PO,
BbIPQ)KEHHBIMU 3PO3UBHBIMU U3MEHEHUSIMU B CyCTaBaX, PEBMATOMIHBIMU y3€JIKaMHU U
JOPYTUMUA CUCTEMHBIMU MPOSIBIEHUSIMU PA, BBICOKMM YpOBHEM KPHOTTIOOYJIMHOB.

XapakTepHbIMU MPU3HAKAMH PEBMATOMIHOTO BACKYJIUTA CUMTAIOT JUTHTAIIb-
HBIN apTEepUUT, U3bA3BICHUS KOXKH (BKIIIOUYasi TAHIPEHO3HYIO0 HOAEPMHUIO), Iepude-
PUUYECKYIO HEBPONATHIO, aPTEPUHUT BHYTPEHHUX OPTaHOB (cepaua, JIErKUX, KAIIeYHHU-
Ka, TI0YeK), Najbnupyemyro mnypiypy. [lopaxenus a€rkux OTHOCAT K 4HUCTy HanOo-
Jiee 4acThIX BHeCycTaBHbIX npossiieHuit PA (y 10-20 % naruenTtoB B ae0rote 601€3-
HH). OOBIYHO JaHHAasl MAaTOJIOTUsl BO3HUKAET B MEPBBIE 5 JIET OT Havasia 3a00JIeBaHMS.
B niponiecc MoryT ObITh BOBJIEUEHBI BCE aHATOMUYECKHE OTEIIbI JIETKUX.

[lepBuuHbIE MOpaXKEHU IBIXaTENBHON CUCTEMBI ITpU PA.

* 3a00JIeBaHMS TIIEBPHI:

- IUIEBPUT;

- puOpPO3 MIEBPHI.

* 3a00JI€BaHMSI IbIXATEIbHBIX MyTEH:

- KPUKO-apUTECHOUIHBIN apTPUT;

- OpOHXOD3KTAa3hI;

- (ponnHMKyIApHBIIA OPOHXUONT;

- 00U TEePUPYIOMIHNIA OPOHXUOJINT;

- i Py3HBIN TAaHOPOHXUOJIHT.

» NurepcTuninanbHblie 3a00J€BaHUs JTETKUX:

- UHTEPCTHUIMATIbHAs MHEBMOHUS (0OBbIUHAs, Hecnenuduieckas, opraHuso-
BaHHas, TUMOIUTapHas);
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- OCTpasi Y03MHO(UIbHAS THEBMOHUS;

- mubdy3HOE TOBPEKICHUE ATTBBEOIT;

- anuKasibHOE puOPOOYIIE3HOE 3a00JIeBaHNUE;

- AMUJIOUI03;

- PEBMATOUIHBIE Y3JIbI.

* CocyaucThie 3a00JIeBaHUS JIETKUX:

- JIEFOYHAs! TUNIEPTEH3HS;

- BaCKYJIUT;

- muddy3HbIE aTbBEOIIPHBIC TEMOPPATHH C KallWJUIAPUTAMH.

BropruHble nopakeHUs AbIXaTeIbHOU cUCTEMBI pu PA.

* ONNOpPTYHUCTUUECKUE UHPEKIINH:

- TIErOYHBIN TYOEpKYJIIES;

- aTUMTMYHAS MUKOOaKTepruaabHas HHPEKIHS;

- HOKKapI1o3;

- aCIePTUILIES;

- IUTOMETAIIOBUPYCHBI THEBMOHHUT.

 Toxcnueckune nopaxeHus JErkKuX B pe3ysbTaTe JICUEHUS:

- METOTPEKCATOM;

- COJISIMU 30J10Ta;

- IEHULIWJIJITAMUHOM;

- cynb(acanazuHoOM.

» [lopaxkenust n€rkux B pesyinbTaTe Bo3AeicTBUA uHTHOUTOpOoB PHO-a
(yBenMueHUEe pHUCKa pa3BUTHs TyOEpKyJsi€3a M JIPYyTrUX OMIOPTYHUCTUYECKHX WH-
dekuit).

[Topaxenust cepaia OTHOCUTENBHO PEIKO OBIBAIOT KJIMHUYECKH 3HAUMMbIMU
npu PA ¥ BKIIIOYArOT NEPUKAPAUT, MUOKAPINT, SHAOKAPAUT, OYEHb PEAKO — KOPO-
HapHBIN apTEPUUT, TPAHYJIEMATO3HBIN A0PTUT.

XapakTepHbIM TpOsIBIEHHEM PA CUMTalOT paHHEEe YCKOPEHHOE pPa3BUTHE
aTepOCKIIEPO3a U €T0 OCH0KHEHHM: ocTporo UM u uHcyIbTa.

[Ipy aKTUBHOM PEBMATOMIHOM IPOLIECCE MHOTIA BBISBISIOT MHO3UT C O4a-
raMy HEKpO3a MBILIEYHBIX BOJIOKOH, OBbIIEHNEM ypoBHsA KPK, Tpancamunas.

Haubonee yactoil mpuunHON mopaskeHust moyek npu PA cuuTaroT BTOpUY-
HBIM aMuJIou103 (PEaKTUBHBIN, CBSI3aHHBIN C BOCMalieHneM, A A-aMuiIou03), xa-
PAKTEpHBIN 7151 MAlMEHTOB ¢ OOJBIION JUIUTENBbHOCTHIO 3a0oneBanus (7-10 net u
0oJiee) Mpu BBICOKOM aKTUBHOCTH mporiecca. Hepporuueckuii cunapom npu PA
IIOYTH BCETJa CBA3AaH C aMHJIOU030M ITOYEK.

Amunonno3 npu PA cuutaroT OJHON U3 OCHOBHBIX MPUYHH JIETAIBHOIO UCXO-
na. O0pa3oBaHre aMUJIOMIHBIX (PUOPWILT MpU ATOM 3a00JIEBaHUU CBSA3AHO C XPOHU-
YECKHM BOCIAJICHUEM U ObIBAE€T PE3yJIbTATOM CHUCTEMHOI'O OTJIOKEHUSI ChIBOPOTOY-
Horo amuonzanHoro 6eiaka A (SAA — serum amyloid A protein). SAA, kak u CPB,
CUMTAIOT OeJIKOM OCTpoi a3kl BocnaieHus. Cuate3 SAA MpoUcXoIuT B TICUSHHU 0T
BJIMSIHUEM TTPOBOCTIANIUTEIBHBIX IUTOKMHOB: MJI-1 1 ®HO-a, a ero koHueHTpamus B
KpOBU OBICTPO yBenmmunBaeTcs Ha (hoHe BocniaieHust. OmHako runeprnpoayKims SAA —
HE0OXOUMOE, HO HE JIOCTaTOYHOE YCIIOBHE pa3BUTHsI aMuiion103a. O0CyKaaoT 3Ha-
YeHue JpYyrux (PakTopoB, BKIIIOYAS HOCHUTENBCTBO OMNPEACNEHHBIX alljleNieil reHa
SAA, amomunonporenHa E, DR-anturenoB, P®, momumopdmsm amwmmnoumnoro P-
KoMIoHeHTa, penentopoB @PHO-a u ip. OTmMeueHa Koppemsiiys MEX1y YBETHYEHHEM
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ChIBOPOTOYHOM KOHLeHTpauun ®HO-a 1 COOTBETCTBYIOMIMX PELUENTOPOB U BO3HHUK-
HOBEHUEM aMUJIOMIHOM HEPPOMAaTHH U COMMYyTCTBYIOLICH aHEMUH.

Pa3BUTHIO KJIMHUYECKH BBIPAXKEHHOTO aMUJIOW03a MPEIIIECTBYET CTaUs
0ecCUMITOMHOI0 aMHJION103a (110 TaHHBIM Ouorcun). Takoe cOCTOsSIHUE BBISIBIISI-
I0T CYIIECTBEHHO Yalle, YeM KIMHUYECKHU BbIpaXeHHbIH amuionao3. Hanpumep, B
npotuecce JIUTeNbHOro (14 yer) HadmoaeHus 3a OONBIION IPYNIONA MAMEHTOB C
JUIMTENIbHO TeKymuM (Oosnee 5 ner) PA KIMHMYECKH BBIPAKEHHBIM aMUIIOHU]I03
ObL1 0oT™MeueH B 5% ciyuaes, a 6eccumMnToMHbINA — B 11%.

B nenom pa3zButre aMusion103a HaOIIOJAIOT y MAIIMEHTOB, ATUTEIBHO CTPa-
naromux PA, ¢ HEKOHTpOIMpPYyeMOW BBICOKOW aKTUBHOCTBIO Oone3nu. HamOomee
XapaKTEPHBIM MPOSIBICHUEM aMIJIOW103a CUUTAIOT HedponaTuio (MpOTEUHypuUs U
MoYeYHasi HeI0CTaTOYHOCTh), PEKe HAOIIOAIOT MOPAXKEHUSI KUIIIEYHUKA (TTIOHOCHI,
nepdopaiun), cene3éHKu (yBEIUMYECHUE PUCKA PA3BUTHS HMH(PEKIIMOHHBIX OCIIOXK-
HEHHUM), cepana (cepaedHas HeJOCTaTOUYHOCTD ).

Penko HaOmromaroT MeMOpaHO3HBIH W MeMOpaHO3HO-TPOIH(EpPaATUBHBIMN
roMepyinoHedpuT Ha (oHe, Kak MpaBWiio, BhICOKOW akTuBHOCTH PA. Jlng stux
MOPAKEHUI XAPAKTEPHO MOSBICHUE CIIEOBON MPOTEHMHYPUU, MUKPOrE€MaTypHUHU.
ITopaskeHust a3 npu PA BBISABISIIOT OTHOCUTENBHO penko. OHU NMPOTEKAIOT B BU-
7€ 3MUCKIIepuTa WK ckieputa. OCOOEHHO XapaKTEpPHO Pa3BUTHE CYXOro KepaTo-
KOHBIOHKTUBUTA (cuHapoM LlI€rpena).

Cunnpom @entr 0OHAPYKUBAIOT TOJIBKO y MALUEHTOB C JAJIUTENBHO TEKYIIUM
ceponio3uTuBHBIM PA. IIposiBieHns1 CUHApOMA: XpOHUYECKUI apTPUT CO CIUIEHOME-
raaueil M cToiikoi rpanynonuronenuei (<2000/mm®). VcTMHHAs pacmpocTpaHEH-
HOCTh cuHapoMa Pentu He u3BecTHA. llonararoT, 4To OH pa3BUBAETCA MPUMEPHO
y 3% mnaruenToB ¢ PA. bonee 75% maiueHTOB COCTABIIAIOT KEHIITMHBI B Bo3pacTte S0-
70 neT U ¢ UIMTEIbHOCTBIO 3a00seBanus 6osee 10 neT. B HEKOTOPBIX cilyyasix cruie-
HOMETAJIMA ¥ TPaHYJIOLUTONEHUS BOZHUKAIOT J0 MOSBJICHUS IPU3HAKOB apTPUTA.

Cewmeiinas arperamusi u HocutenabcTBO HLA-DR4 (95% cnydaeB) cBume-
TEJNBCTBYIOT 00 yYaCTHH T€HETUYECKUX (PAKTOPOB B PAa3BUTHUU JJAHHOTO CHHIIPOMA.
VY Tperu manueHToB ¢ CUHAPOMOM DenTu BBISABISIOT KIOHAIBHYIO SKCHAHCHUIO
CD3*, CD8" 6onbiux rpanyaspHbIX JuMpounuToB. OHU COCTABISIOT OKOJIO 5%
TuM(dOIUTOB Tepudepuueckoil KpoBU, 001a1al0T aKTUBHOCTHIO E€CTECTBEHHBIX
KWJUJIEPHBIX KJIETOK M YYaCTBYIOT B @aHTUTEJI03aBUCUMOM KJIETOYHON IUTOTOKCHUY-
HOCTH. OJJHAKO YETKUX KIMHUYECKUX MU MMMYHOT€HETHUECKUX PA3IUUYUA MEXIY
MalMEeHTaMU ¢ OOJBIIMMU TPAHYJIIPHBIMU JTUM(POLUTAMHU U 0€3 HUX HE OTMEUYEHO.

Pa3BuTue rpanyaonMTONEHUH NpU CUHAPOME DEeNTH CBA3BIBAIOT C HECKOJIb-
KHUMU MEXaHU3MaMH.

* N30b1TOUHOE 00pa30BaHNE UMMYHHBIX KOMILJIEKCOB (MJIM aHTUTPAHYJIOH-
TapHbIX aHTUTEN). CBA3BIBAsCH C MEMOPAHOM IPAHYJIOLMTOB WM MOMNAaasi BHYTPb,
OHU CHOCOOCTBYIOT DPa3pyIICHUIO T'PaHYJIOIMTOB KJIETKAMU PETUKYJIOIHIOTENH-
aJIbHOM CHCTEMBI.

* [logaBieHue rpaHyIOLMTONO33a T'YMOPAIBLHBIMU MEAMATOPaMU WA CY-
npeccopHbiMu T-muMdonuTamu.

e CUHTE3 aHTUTEN NPOTHUB TI'PAHYJIOLUTAPHOTO KOJOHUECTUMYJIHUPYIOLIETO
dakTopa.

* OOpazoBanue @Qakropo (FasL u apyrux), HHIYHUPYIOLIMX aronTo3
HEUTpOPHIIOB.
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OcobeHHOCTH MOpayKeHHs CYCTaBOB MpH cuHApoMe Dentu B 1IEeIOM COOTBET-
CTBYIOT TAKOBBIM TIPU CEPOMO3UTUBHOM PA, HO y HEKOTOPBIX MAIMEHTOB KJIMHHUYE-
CKasi aKTUBHOCTb apTpUTa MOKET ObITh MUHUMAJILHOW U HE COOTBETCTBOBATh BBHICO-
KOl TabopaTopHOi akTUBHOCTH 3a0omneBanus (yBennuenue COD u yposus CPB).

CreHoMeranusi OOBIYHO 3HAYUTENbHAsA (pa3Mep cene3éHKH B CpeaHeM B 4
paza Goibiiie HOpMbI), HO y 5-10 % 3TOT npu3HAK BhIpaKEH MUHUMAJIBHO.

B nenom yactora (M TSKECTb) BHECYCTaBHBIX NPOSBICHUM MPU CUHIPOME
denTH BhIIIE, YeM IpU ceporo3uTUBHOM PA (Tab:. 1).

XapaxtepHast 0COOCHHOCTh cHHApoMa DenTr — yBeMYEHNE YyBCTBUTEIILHOCTH K
MH(EKIMOHHBIM OCIOKHEHUSIM. [Ipr 3TOM 4E€TKON KOpPpENSIMU MEXKITy PUCKOM Pa3BU-
TUS UHQPEKIMI U BBIPAKEHHOCTHIO TPAHYJIOLUTONEHUN (32 UCKITIOYEHHEM CHYDKEHUS
unciia rpadynomuToB Menee 1000 Mmv®) He mpocnexuBaroT. MHPEKIMOHHEIE OCIOXKHE-
HUS OOBIYHO CBSI3aHBI C MIMPOKO PACHpPOCTPaHEHHBIMU MUKpOOpranusmMamu (craduiio-
KOKKAaMH, CTPENTOKOKKaMHU, TPaMOTpHUIIaTeNIbHbIMU OakrepusiMu). Ovard nHGEKIMy va-
I1I€ BCEro OBIBAIOT JIOKAIM30BAHBI B KOXKE U JIETKMX M XOPOLIO OTBEYAIOT Ha aHTHOAKTe-
puanbHYIO Tepanuto. Hapsiay co criieHoMeranuei, y OONbIIMHCTBA MallUEeHTOB BBISBIIS-
0T TeMaTOMET IO, 8 Y HEKOTOPBIX HAOIOIAIOT CHHPOM HOAYJISIPHOM pereHepaTUBHOM
TUTepIia3uy. XapakTepHO YBEIMUYECHUE PUCKA PA3BUTHSL HEXOHDKKUHCKOM JIMM(OMBI.

Tabnuua 1 - BHecycTaBHbIE POSBICHNUS U UMMYHOJIOTUYECKUE HAPYILIECHUS

ipu cuaapome dentu

IIposiBiieHust YacToTra BOSHMKHOBEeHUs1, %0
PeBMaTonHbIC Y3IIBI 76
[Toxymanue 68
Cungpom lllérpena 56
Jlnmdbanenonarus 34
S13BBI TONEHEH 25
ITneBput 19
IInrmMeHTaIUS KOXH 17
Hesponarus 17
ONHUCKIEPUT 8
P® 100 (BbICOKHE TUTPBHI)
AHO® 62-80
AHIJA (makTodepun) 77
MIMMyHHBIE KOMITJIEKCHI 100 (BbICOKHMI YPOBEHB)

1.4. JTUATHOCTUKA, KPUTEPUU [IOCTAHOBKU TUATHO3A 1
JNODOEPEHITMAJIBHASA TUATHOCTUKA

B Hacrosimee Bpemsi AuarHoctuka PA ocHOBaHa Ha KJIacCHU(PMKALIMOHHBIX
kputepusx (1987), nmpencraBieHHbIX B TabI. 2.

VY nanueHTta quarHoctupyror PA, eciu BBISIBIIEHO KaKk MUHUMYM 4 u3 7 npu-
BEJEHHBIX BBILIE KPUTEPHUEB, ITPU ITOM CJIEAYET MOTYEPKHYTh, UTO MEPBbIE 4 KpU-
TepUs JTOJKHBI IPUCYTCTBOBATH HE MEHEE 6 HEL.

CremyeT 0OpaTuTh BHUMaHHE, 9TO 5 U3 7 KpUTEPUEB KIMHIICCKHE U X BBISBIISTIOT
NPy OCMOTpE MalpeHTa. B To ke Bpemsl MOHSITHA HEOOXOIMMOCTh OOBEKTUBHOIO TMOJ-
X071a: MPUITYXJIOCTh CYCTABOB JIOJDKHA OBITh OTYETIIMBOM, €€ OIICHWBACT Bpay, IIPU STOM
TOJIBKO AaHAMHECTHYECKUX YKa3aHUM 1 aji00 naryeHTa Ha 001 sIBHO HEIOCTATOYHO.
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3HaueHHe paHHeH TMATHOCTUKM. Pa3Butue CyOKIMHMYECKH MPOTEKAIOIIETO
MMMYHOMNATOJIOTMYECKOTO MPOIIECcca MPOUCXOANT 32 MHOTO MECSIIEB (MM JIET) 10 MO-
SIBJICHUSI O4eBUIHBIX Mpu3HakoB PA. [lo maHHBIM OHMOTICMM CMHOBHUAIBHON 000JIOYKH
CYCTaBOB, NMPU3HAKK XPOHUYECKOTO CHHOBHTA BBISABIIIOT YK€ B CAMOM Hayaje 0oJe3-
HU HE TOJIBKO B BOCIIAJIEHHBIX, HO U «HOPMAJIBHBIX» CYCTABAX. Y «YCIIOBHO» 3I0POBBIX
Jonielt, B mocnenyromieM 3aboneBmnx PA, oOHapyXUBalOT pa3IMyHble IMMYHOJIOTH-
YecKHe HapylleHus, XxapakTepHbie i1 PA (yBenuuenue ypoBHs PO, antu-1{LI1 anTu-
ten, CPB), 3a1051T0 /10 TTOSIBIIEHUS TMTEPBBIX KIIMHUYECKUX CUMITTOMOB 3a00JI€BaHKSI.

Tabnuna 2 - KinaccudukalnoHHble KpUTEPUH PEBMATOMIHOTO apTpUTa
Kpurepuii Onucanue

VY TpeHHssI CKOBAaHHOCTD B CyCTaBaX MJIM OKOJOCYCTaBHBIX 00JaCTAX
JUIMTETTLHOCTHIO HE MeHee | 4. 10 MAaKCUMAaJIbHOTO yIy4IlleHus (B Te-
yeHue 6 Hex. u 6osee)
[IpunyxyocTh MATKUX TKaHEH WM BBHIMOT (HO HE KOCTHBIE pa3pacTa-
ApTpuT Tp€X 1 |HHS), OTIpeAeNIIeMbIE BpauoM, B TPEX uitu 6onee odnactsx u3 14 cie-
0oJiee CYyCTaBHBIX |TYIOIIMX: TPOKCUMAIIbHBIX MEK(aTaHTOBbIX, MCTHO-(aTaHTOBBIX,
oOnacreit Jy4e3aIsCTHBIX, JTOKTEBBIX, KOJIEHHBIX, TOJICHOCTOMHBIX, ITIOCHE(Da-
JIAHTOBBIX CYCTaBOB (B TeueHHe 6 Hel. U Ooee)
ApTtput cyctaBoB |[IpumyxaocTh B 001aCTH MTPOKCUMATIEHBIX MEXK(aJTaHTOBBIX, MSCTHO-
KHCTEU (haJIlaHrOBBIX MJIM JIYYE3aIlSICTHBIX CYCTAaBOB (B T€UEHHE 6 Hell. U Ooliee)
OnHoBpeMeHHOE (C 00euX CTOPOH) MOPAXKEHNE OAUMHAKOBBIX CYCTaBHBIX
CummeTtpuuHbiii  |00nacteit u3 14 Ha3BaHHBIX (POKCUMAIBHBIX MEK(aTaHTOBBIX, TISICT-
apTpuT HO-(aJIaHTOBBIX, JIy4€3aISICTHBIX, JOKTEBBIX, KOJIEHHBIX, TOJIEHOCTOI-
HBIX, TUTFOCHE(AIAHTOBBIX CYCTaBOB) (B TeueHHUE 6 Hell. U OoJee)
[ToakoKHBIE Y3€JIKHU, pACTIOI0KEHHBIE Ha/l KOCTHBIMH BBICTYIIAMH,
pa3rudaTeaIbHBIMU MOBEPXHOCTIMU KOHEYHOCTEN MIIM OKOJIOCYCTAB-
HBIMH 00JIaCTSIMHU, ONPEJIENISIEMbIE BpauOM
[ToBbImieHHBIN YpoBeHb PD B CHIBOPOTKE KpOBH (OIpeaeIICHHE MPO-
PO BOJISIT JTIOOBIM METOJIOM, JAIOIIUM ITOJIOKUTEIIbHBINA PE3yIbTaT HE
Oosiee ueM y 5% 300pOBBIX JIHOIEH)
N3menenus, xapakrepHble 1 PA, Ha peHTreHorpaMmax Kucten u
PeHTrenonoru-  |my4ye3amsiCTHBIX CYCTaBOB B IPSIMOM ITPOEKIIMH, BKIFOYAIOIINE KOCT-
YecKue HBIE SPO3UH UM 3HAYUTENIbHYIO JeKalblM(UKALIMIO KOCTEH B Mopa-
WU3MEHEHHUS KEHHBIX CyCTaBaxX UM OKOJIOCYCTaBHBIX 00JIACTIX (M30JMPOBAaHHBIC
W3MEHEHHs], XapaKTEPHBIE JIJIsl 0CTE0apTPOo3a, HE YUUTHIBAIOT)

YTpeHnss
CKOBAaHHOCTh

PeBMmaTougurie
y3€IIKU

VY 2/3 nanmeHToB CTPYKTypHbIE M3MEHEHHs (3PO3KH) CYCTAaBOB BO3HUKAIOT OUEHb
OBICTPO, YK€ B TEUEHHE NEPBbIX JIBYX JIET C MOMEHTA Hauasia O0Je3HH. Y CTaHOBJIEHO, UTO
MPEeIOTBPAILIEHNE CTPYKTYPHBIX IOBpEXACHHH B 1e0t0Te PA CrIocoOCTBYET COXPaHEHHIO
(YHKIMOHAILHOW aKTUBHOCTH TIAIMEHTOB B JIOJNTOBPEMEHHOM mepcriekTuBe. OHaKo
POMEKYTOK BpeMeHH, Korna aktiBHas Teparusi BIIBII moxer addexTrBHO 3aTOpMO-
3UTh MPOTPECCUPOBAHNE TIOPAKEHHUS CYCTaBOB (TaK HAa3bIBAEMOE «OKHO BO3MOXKHOCTH),
BECbMa KOPOTKHUI M MHOT/IA COCTABIISIET BCETO HECKOJIKO MECSIIEB OT Hauasia O0JIE3HU.

OueBuHo, uto PA — spKuii mpumMep 3a00s1€BaHus, TIPU KOTOPOM OTJIANIEHHBIH
MIPOTHO3 BO MHOTOM 3aBHCUT OT TOTO, HACKOJBKO PaHO ObLI YCTAHOBJICH JMArHO3 U
Hauyara akTuBHas (hapmakotepanusi. B atom otHomeHnn PA B onpenenéHHoM cTeneHu
HArlOMWHAET Takue 3a00JIeBaHus, Kak caxapHblid quader u Al'. OgHako eciii paHHss
muarHoctuka Al' u caxapHoro nuaGera B MOAABIISIIONIEM OOJIBINIMHCTBE CIydaeB HeE
NpEACTAaBIISIET TPYAHOCTEHN, TOCKOJIBKY OHA OCHOBAHA HA OLIEHKE XOPOILO M3BECTHBIX
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BpauaM OOMIeH MPAKTUKU KIMHWYECKUX MPOSIBICHUN M HUCIOJIb30BAHUU JOCTYITHBIX
7a00PaTOPHBIX M HHCTPYMEHTAIILHBIX METO/IOB, TO IUarHocTuka PA B gebrore Goses-
HU — 3HAUUTENBHO OoJiee TpyaHas (MHOTIa Hepa3pelmmMast) 3aa4da. ITo CBA3aHO C psi-
JIOM OOBEKTUBHBIX U CYOBEKTUBHBIX OOCTOSITENHCTB. BO-T1€PBBIX, CUMIITOMBI PAHHETO
PA gacto HecnieruduyuHbI, ©X MOKHO HAOIIONATh TIPY YPE3BhIUANHO IMITHMPOKOM KpyTe
KaK pEeBMAaTHUYECKUX, TaK M HE PEeBMAaTUYECKUX 3a00JI€BaHMIA, a OOLETIPUHSTHIE Kiac-
CU(UKALMOHHBIE KPUTEPUU TOCTOBEPHOTO PA He MoIXoAsT Ay paHHEH TUarHOCTHKH.
Bo-BTOpBIX, /17151 yCTAaHOBJICHHUS TAKOTO JJMArHO3a HEOOXOAUMBI CIICIMAIbHBIC 3HAHUS U
HaBBIKW OLEHKH KIIMHUYECKHX U PEHTI€HOJIOTMYECKUX MPU3HAKOB MOPAXKEHUS CyCTa-
BOB, a TAK)K€ YMEHHUE MHTEPIPETUPOBATH JJAOOPATOPHBIE (MMMYHOJIOTMYECKUE) TECTBHI,
C KOTOPBIMH TUIOXO 3HAKOMBI Bpauu OOIIEeH MPaKTUKH.

Takum 00pazoMm, o/Ha U3 MPUYUH HEOIArONMPHUSATHOrO MporHos3a mnpu PA —
JUIMTEJIbHBIN MEPUOJT BPEMEHH MEXAY HadajaoM OOJIE3HHW M MOCTYIUIEHUEM MalH-
€HTa 1oJl HaOmoAeHue peBmatojiora. O4eBUIHO, YTO BaXKHBIA (DakTOp, CrOCOO-
CTBYIOILIMI YJIYYIIIEHUIO POTHO3a Y TAUEHTOB ¢ PA, — aKTUBHOE BBISIBIICHHE 3TO-
ro 3a00J1€BaHus Ha MOJIMKIMHUYECKOM 3Talle BpayaMu oOUIeil MPaKTUKU.

['pymnma eBponencKux 1 aMEpUKaHCKUX PEBMATOJIOrOB (oA aruior EBponeickoit
AHTUPEBMATUYECKON JIMTH) pazpaboTasia aropyuT™M, MO3BOJSIOIIMN 00Jiee aKTUBHO BbI-
SIBJISITH MTALMEHTOB C paHHUM PA Ha MOMMKIMHUYECKOM 3Tare. B kauecTBe AuarHocTuye-
CKOro npu3Haka paHHero PA (a Takxke mokasaresnsi akTUBHOCTU OOJIE3HU) YUUTHIBAIOT
JUTMTEITIHOCTh yTpeHHel ckoBaHHOCTU (Oornee 30 MHH.), a IPH OCMOTPE MAIMEHTOB —
«TeCT OOKOBOTO CYKATHsD TISICTHO-(DaaHTrOBBIX U IUTIOCHE(aIaHrOBBIX cycTaBoB. [omo-
KUTEITbHBIE PE3YJIbTAThl TECTA OTPAXKAIOT BOSHUKHOBEHHE CYCTaBHOIo BocnayieHus. He-
CMOTpsI Ha TO, YTO OBICTPOE MPOIPECCUPOBAHUE MOPAKEHUS CYCTABOB 0OJIeE BEPOSITHO
npu BeICOKUX TUTpax P®, ysemmuenun COD u yposHs CPb, crienyer NOMHUTb, 4TO 3TH
MOKa3aTelli Ha PaHHeW CTaJuu OOJIE3HU YacTO COOTBETCTBYIOT HOpME. B cBsizu ¢ 3TiM
OTpUIIATENbHBIE PE3YJILTATHI JTA00PATOPHBIX TECTOB HE UCKITFOYAOT JUArHO3.

* PA, a, ciegoBaTenbHO, MPEANoaraloT HEOOX0AUMOCTh HAMpaBJICHUS Ta-
[IUEHTOB Ha KOHCYJIbTAIlMIO K PEBMATOJIOTY.

AHaMHe3

[Ipu cOope aHamHe3a HEOOXOAUMO YTOUHHUTD CJICIYIONIYIO0 HH(OPMAIIUIO.

* [Ipo10 KU TENBHOCT CUMIITOMOB apTPUTA.

* JInmuTenbHOCTh yTpeHHEH ckoBaHHOCTH (11t PA XapakTepHa JUIMTETbHOCTh
1 4 u Gonee, Ha panHell ctaauu 6ose3Hu 30 MuH U OoJee).

* Haninuume cyTouyHOTO pUTMa 00U B CYCTaBax C XapaKTEPHBIM YCUICHHEM B
paHHHE YTPEHHHE YaCHI.

* CTOMKOCTh MPU3HAKOB MOPAKEHUSI CYCTaBOB (6 Henl u Oomee).

* Kpome Toro, 10JIKHBI OBITh MOJYYEHBI CBEICHHS O COMYTCTBYIOIIEH MaTO-
JIOTUH, TIPEAIIECTBYIONIEM JICUECHUH, a TAK)KE BPEAHBIX MPUBBIYKAX (KYpEeHHE, 3JI0-
ynoTpeOIeHre alKorojieM U T.JA.). DTH JaHHbIE MOTYT IMOBJIUATH Ha BHIOOP METO-
1oB jieueHus: PA u olieHKy OJrbkaiiiero u oTAaIEHHOTO TIPOTHO30B.

Pu3ukKagbHOE 00c/IeI0BaHue

[Tpu ¢dusukamsHOM 00CIETIOBAHUN CYCTAaBOB HEOOXOJMMO OIICHUTH CIETYIO-
1IUE MMapaMeTpPhbI.

* [Ipu3Haky BocnajieHUsI CyCTaBOB (IIPUITYXJIOCTh, Aedurypanus 3a cuéT BbI-
10T, JIOKaJIbHAs TUTIEPTEPMUS KOXKH ).

* bosie3HeHHOCTh NpH NAIbIAIUU U JBUKEHUH.
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* O0OBEM JBUKEHUH B CyCTaBax.

* Bo3HukHOBeHHE CTOWKON JAedopMalliy CycTaBOB 3a CUET mpoudeparuu
TKaHEH, OJABBIBUXOB, KOHTPAKTYP.

JlaGopaTopHble HCCIeI0BAHUS

[{enu mpoBeeHus 1a0OPATOPHBIX UCCIICIOBAHUIA.

* [lonTBepxaeHne nuarsosa.

* VckimoueHue Apyrux 3a001eBaHUM.

* O11eHKa aKTUBHOCTHU 3a00J1€BaHUS.

* O1ieHKa IporHo3a.

* Onerka 3 (HEKTUBHOCTH JICUCHUS.

* BrisiBieHue ocinokHeHU 3a001eBaHus.

N3meHenus n1abopaTOpHBIX MTOKa3aTeeH, BhIsBIsieMble Ipu PA.

» AHemusi (ypoBeHb remorioouna menee 130 r/m y myxuun u 120 r/n y
xeHirH). [lokasaTens akTUBHOCTH 3a0ojeBaHus. AHeMUIo BBIABISAIOT B 30-50%
cinydyaeB. Bo3nukaror moObie popMbl aHEMUM, HO Yallleé BCETO aHEMHsSI XpOHUYEe-
CKOI'O BOCHAJICHHS U, pexe, xene3oneuiurHas anemus. [Ipu oOHapyxeHun naH-
HOT'O COCTOSIHUSI HEOOXOAMMO UCKIIFOUUTH KETYT0YHO-KUIIIEYHOE KPOBOTECUEHUE.

* YBeamuenue COD u ypoBus CPB. Kpurepuit ans nuddepennmanbuoin
nuarHoctuk PA u HeBocmanuTenbHBIX 3a0oJieBaHMil cyctaBoB. [lo3Bosier ore-
HUTh AKTUBHOCThH BOCHaJieHUs], YP(HEKTUBHOCTH JICUCHUS, TSXKECTh 3a00JICBaHUS,
PHUCK IPOTPECCUPOBAHUS IECTPYKIIUU CYCTABOB.

* MN'unoanboymunemusi. Yacto o0ycioBieHa HEPPOTOKCUYHOCTHIO Mperia-
paToB, IPUMEHSEMBIX 17151 IeueHus: PA.

* YBeanueHue ypoBHsI KpeaTuHuHa. OOyCIOBIEHO HEPPOTOKCUYHOCTHIO
npenapaToB, IPUMEHSIEMBbIX 1715 JeueHus PA.

* JleilikouuTo3 (TpoMOOIUTO3, 303uHOPMINs). [TokazaTens TsKENOro Te-
yeHus: PA, 4acTo ¢ BHECYCTaBHBIMU (CHCTEMHBIMH) MpOSBIECHUAMH. OTMEYaroT
coYyeTaHue ¢ BbICOKMM ypoBHeM P®. CumtaroT nmokazanuem s HazHayeHus ['K.
[Ipu BBISBICHHH JAHHOTO COCTOSIHHMSI HEOOXOAMMO UCKIIIOUUTHh pa3BUTHE MH(EK-
LHOHHOTO MpoLecca.

* Heiittponenus. [Ipusnak pazsutusa cuaapoma dentu.

* YBeMueHne YPOBHs e4E¢HOUYHBIX epMeHTOB. [loKa3aTens akTUBHOCTH
3a0oneBanus. MI3MeHeHHe TakKe MOKET ObITh O0YCIIOBIIEHO T€NaTOTOKCUYHOCTHIO
MpernapaToB, MPUMEHSEMbIX ISl JISUEHUS, WM CBSI3aHO C 3apaXKE€HUEM BHUpYyCaMu
rernatuta B unu C.

* YBeIMueHne YPOBH IJ1I0K03bl. CBsi3aHo ¢ npumeHenueM ['K.

» Iucaunuaemus. Ces3ana ¢ npumenenreM 'K, Ho MokeT ObITh 00yCI0B-
JIEHAa aKTUBHOCTHIO BOCITAJICHHUS.

* YBequuenue ypoBHsi P®. Brissisror y 70-90 % manumenToB. Beicokue
TUTPBI B J1e0I0TE 3a00JIEBaHUS KOPPEIUPYIOT C TSHKECTHIO, OBICTPOTON TIPOTPECCH-
POBaHMS TATOJIOTUYECKOTO MPOIecca U Pa3BUTHEM CUCTEMHBIX TposiBieHui. O-
HAaKO JWHAMHUKa TUTPOB HE Bcerga oTpaxkaeT 3((PEeKTUBHOCTH jedeHus. Tem He
MeHee, ypoBeHb P® — HEI0CTaTOYHO UYyBCTBHUTEIBHBIN M CIENU(DUUHBIN MapKED
panneit ctaguu PA (B neGrore BoIABIAIOT mpuMmepHo y 50% manuentoB). Crenu-
(UYHOCTH HU3KAS TAKXKE Y JIUI] TTOXKUIJIOT0 BO3pacTa.

* YBeanuenne ypoBHs aHTu-LIIII anTuren. bonee cnenudpuynbiii Mapkep
PA, uem ypoBenb P®. Yeenuuenue tutpoB u P®, u antu-L{LII anTuTen no3sos-
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eT auarHoctupoBaTh PA c Gosee BBICOKOW YyBCTBUTEIHHOCTHIO M CIlEHU(DUYHO-
CTBIO, YEM YBEJIMUEHUE YPOBHS TOJBKO OJHOTO U3 3THUX IMOKa3zareneil. OOHapyxe-
Hue aHTu-L{LII anTuTen cuuraror kpurepueM s auddepeHIuanbHON TuarHo-
ctuku PA Ha paHHe# craauu ¢ ApyruMu 3a00J1€BaHUSIMU, POTEKAIOIIUMHU C TIOJTHU-
aprputoM (mepBuuHblid cuHapom Ilérpena, CKB, BupycHslii renatur B u C u
ap.). Kpome Toro, mo yeenuuyeHnuto ypoBHs aHTu-LIIIII anTHTEN MpPOTrHO3HPYIOT
PHUCK Pa3BUTHS JAECTPYKIUU CYCTaBOB y MAIIMEHTOB ¢ paHHUM PA.

* YBeanuenue ypoBusa AH®. Brissisitor B 30-40 % ciiydaeB, 0ObIYHO Mpu
TsoKENOM TeueHun PA.

* YBeqiuueHnue ypoBHss ummyHorsnooyaunoB (1gG, IgM, IgA), koHeH-
TPaluuu KOMINOHEHTOB KomIieMenTa, LIUK. N3menenus HecrienuupuyHbl, B CBSI-
3M C 3TUM HE PEKOMEHIYIOT MCIOJb30BaTh ONPEACIICHUE 3TUX MOKa3aTelel B Ka-
YECTBE PYTUHHBIX HCCIEIOBaHUM.

* Onpenenenue HLA-DR4. Mapkép Tsxénoro Teuenust PA u Hebnaronpu-
ATHOI'O ITPOTHO3A.

* BoisiBiienue mapképos Bupyca renatura B, C u BUY. B stom ciryuae
HE00X0AMMO M30eraTh Ha3HAUYEHUS reNaTOTOKCHUYHBIX MPENnapaToB.

* N3menenuss B CK [CHMKEHHE BSA3KOCTH, PBIXJIbIE MYLIMHOBBIE CTYCTKH,
nelikonuTo3 (Gonee 6x10%m), meitrpounés (25-90 %)]. UccnenoBanue mmeer
BCIiOMoraresibHoe 3HaueHue. Mcnonb3yroT s auddepeHunanbHoil THarHOCTUKA
PA ¢ npyrumu 3a005ieBaHUSIMU CYCTaBOB, B IIEPBYIO OU€pEab MUKPOKpUCTAIIINYE-
CKHUM U CENTUYECKUM apTPUTaAMHU.

* U3meHeHNsi B IJIEBPAJBLHOM KUAKOCTH [Oenok Oosiee 3 /1 (dKccyaar),
TIIF0K03a OoJiee 5 MMOJIB/M, JakTataeruaporenasa 6omee 1000 en/mn, pH = 7,0,
tutp PD OGonee 1:320, ypoBennr kommiementa (CHS50) cHmkeH, JTUMQOIUTHI
(meritpoduisl, 303uHOGMILI)]. MccnenoBanue HeoOxoaumo st quddepeHiiab-
HOM TMAarHOCTUKHU C APYTUMH 3a00JI€BAHUSIMU JIETKUX U TUIEBPHI.

HeobxoaumMo MOMHHTH, UTO JaOOpaTOpPHBIE UCCIENOBAaHUS, CHelU(pUUHBIC
Tt TuarHocThkU PA, He pa3paboTaHsbl.

NHcTpyMeHTalIbHBIE METOJbl UCCIEAOBaHMUS MMEIOT BaXKHOE 3HAYEHHE IS
MOATBEPKIAEHUS JUarHosa u quddepeHnnanbHoi Aiuarnoctuku PA.

PenTrenoJsiornueckoe uccienoBaHue cycTaBoB. PeHtrenorpadus Kuctei
U CTOIl HeoOxoauMma JJisi MOATBEPKIeHUs quarno3a PA, ycTaHOBIEHUS CTaauu U
OLICHKH MPOTrPECCUPOBAHMS IECTPYKIIMHU CYCTaBOB. XapaKTepHbIX 111 PA mu3MeHe-
HUW B JApPYyruX cycraBax (MO KpailHe Mepe, Ha paHHMX CTaausX OOJIe3HH) He
HaO0aat0T. J{J1s OLIEHKH MPOrpeccUpOBaHMsI CyCTaBHOM JECTPYKLMU MO pEeHTTre-
HOJIOTMUECKUM TPHU3HAKaM HCIHOJB3YIOT MoauduimpoBannbii mMeron [llapma u
meton Jlapcena.

OxkcnepTbl EBpONENcKol aHTUPEBMATHYECKOM JUIM PEKOMEHIYIOT METOJ
Jlapcena, korjja U3MEHEHHUS OLICHUBAIOT HECKOJIBKO ucciienoBarenen. Ecii oneHky
JECTPYKIMKU MPOBOJUT OAWH CIEUUATUCT, Jy4lle MPUMEHSATh MOAU(DUIIMPOBAH-
HeIil Metoy [lapna (0osiee 4yBCTBUTEIBHBIN).

J{nsi BBISIBIICHUS TTOABBIBUXA B ATJIAHTOAKCHUAJIIBHOM COWICHEHUM WJIW IIEi-
HOTO CITOHJWJIONHUCTE3a 1LIEeJIECO00pPAa3HO BBIMOJHUTH PEHTICHOTpaduIo IMIEHHOTO
oTJieia MO3BOHOYHUKA.
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JonmiiepoBckasi yabTpacoHorpagus. bonee 4yBCTBUTENBHBIM METOA, IS
BBISIBJICHHSI CHHOBUTA KOJICHHOTO CYCTaBa, YeM peHTreHorpadus, HO He s aAua-
THOCTUKH CHHOBUTA MEJIKUX CYCTaBOB KHCTEM U CTOII.

MPT. bonee 4yBCTBUTENBHBIN METOJ| BBISABJICHUS CHHOBUTA B Je00Te PA,
yem pertreHorpadus. 3menenus, BoisBiseMbie ¢ momomisio MPT (cunoBuT, OTEK
Y 3pO3MHM KOCTHOM TKaHHW) IMO3BOJISIOT MPOTHO3UPOBATh MPOrPECCHPOBAHUE JIE-
CTPYKIIMM CYCTaBOB (IO JaHHBIM PEHTIE€HOJOTMYECKOro uccienoBanus). OmaHako
CXOJIHbIE U3MEHEHMSI MHOT/IA BBISBIAIOT B KIMHUYECKH «HOPMAJIBHBIX» CyCTaBax,
nosromy 3HadueHrne MPT s paHHeW IMArHOCTHKY M NMPOTHO3UPOBAHUS UCXOJI0B
PA TtpeOyer nanbueiiniero uzyuenusi. Kpome toro, MPT MOXHO nCmonb30Bath 1Jis
PaHHEW THUATHOCTUKU OCTEOHEKPO3a.

KT. /115 BbIABICHHS MOPAXKEHUM JETKUX LieIecoo0pa3Ho ucnoiab3oBath KT
C BBICOKHM Pa3PELIEHUEM.

Aprtpockonusi. HeoOxonuma st nuddepennnanbHoit nuarHocTuku PA ¢
BWIJIE3HO-HOQYJISIPHBIM CUHOBUTOM, apTPO30M, TPAaBMATHUYECKUMH MOBPEKICHUS-
MU CyCTaBa H Jip.

PenTrenorpagusi opranoB rpyaHoi KjaeTku. [[puMeHstoT 111 BbISIBIICHUS
u auddepeHIuanbHON JUAarHOCTUKY PEBMATOMHOTO MOPAKEHUSI OPraHOB T'PY/I-
HOH KJIETKH C CAPKOU030M, OIYXOJISIMU 3TOM JIOKATM3ALMH, TYOEpKYJIE30M U JIpY-
TUMU UHPEKITMOHHBIMU TTPOIIECCAMHU.

30¢aroracTpoayoieHOCKONUs. BBINOIHIIOT MalMeHTaM, MOJIYYarolIuM
HIIBII, n npu BbIABICHUN aHEMUH.

IxOKI'. [IpumeHArOT M1 TUarHOCTUKA PEBMATOMIHOIO MEPUKAPIUTA U MHO-
Kap/INTa, TOPAKEHNI CEPALIA, CBSI3aHHBIX C AaTEPOCKIEPOTUIECKUM ITPOLIECCOM.

buoncus. Ha uccrnenosanre 0epyT oOpasiisl TKaHEH (CIM3UCTOU 000JOUKU
KKT, moiKoKHOTO KUPOBOTO CJI0SI, AECHBI, IOYKU U JPYTUX OPraHOB) MPH TMOJI0-
3pEHUH Ha aMUJTIOU03.

PentrenoBckas abcopouuomerpusi. MeTo UCHIOIB3YIOT AJISI AUATHOCTHKU
octeonopo3a. C ero nomouipto onpenernstoT MIIK. Hccnengosanue MIIK neneco-
00pa3HO MpPH BBISBIECHUH CIAEAYIOIUX (PAKTOPOB PUCKA Pa3BUTHS OCTEONOPO3aA.

* Bozpact (>kenmunsbl crapiie 50 net, My>kuuHbl — 60 JeT).

* Bricokas akTuBHOCTh 3a0ojeBaHus (CcTolikoe yBenuueHue ypoBHs CPB
6onee 20 mr/n unu COD 6oxnee 20 mm/y).

* CoOoTBeTCTBYIOIIMI (PYHKIIMOHATIBHBIN cTaryc — cragud no LTeitHOpokepy
I11-1V unm 3Hauenue uagexca HAQ. (Health Assessment Questionnaire) 6omee 1,25.

* Macca Tena menee 60 kr.

* [Ipuém I'K.

UyBCTBUTEIBHOCTH (IIPU BBISBIICHUU TPEX U3 MATH KPUTEPUEB) JJIsl TUATHO-
CTUKHM OCTEOIOpO3a MpH PEBMATOMJHOM apTPUTE COCTABISET y XKEHIUUH 76%, y
My>xuuH — 83%, a cnenuduIHOCTh, COOTBETCTBEHHO, — 54 1 50%.

JAuddepenunanbHass AMATHOCTUKA

Kpyr 3aboneBanuii, ¢ koTopbiMu HeoOxomumo muddepennupoats PA,
BeChbMa MIUPOK (Tad. 3).

Yame Bcero HE0OXOaUMOCTh B Iu(depeHIIMaTbHON THArHOCTHKE BO3HH-
KaeT B Je0r0Te 3a00JIeBaHUS MPU MOPAXKEHUM CYCTaBOB B BUJE MOHO- M OJIMIO-
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aptputa. Ilpu 3TOM HEoO6X0AMMO, B MEPBYIO OYepenb, oOpaliarh BHUMaHHE Ha
TaKue TUNUYHbIE Npu3Haku PA, Kak CUMMETPUYHOCTh apTpUTa, MpEeUuMylle-
CTBEHHOE IMOpa)kKeHUE CYCTaBOB KHUCTEH C HapylleHHeM uX (DYHKIUH, pa3BUTHE
APO3UBHOIO Mpolecca B CycTaBax Kucrel, oOHapyxenue PO u, o0coOeHHO, aHTH -

LILIIT anTHATEN.
Tabnuma 3 - 3aboneBaHus, C KOTOPBIMH CJIEIYET MPOBOAUTH AU PepeHITHATBEHYIO
JIMarHOCTUKY PEBMATOMTHOTO apTPUTA

3abouieBa- Kpurepun nisa nuddepenun-
XapakTepucTuka 3a001eBaHUs PUTCPHH LI 1 bdepenn
HUe AJbHON THATHOCTHKH
BBISBIISIIOT ieTeHepaliio CyCTaBHOTO XPsIIa C
BOBJICUEHHEM UCTATBHBIX (y3enku ['ebepre-
He3nauutenbHas IpunyXxiaocTh
Ha) ¥ IPOKCUMAJTBHBIX (y3eJKu byiapa) mex- .
o MATKUX TKaHEH, BOBJICUEHNUE
(hasaHrOBBIX CYCTaBOB KHCTEH, 3aIICTHO-
JUCTAIIBHBIX MEX(}aJaHTOBbIX
Ocreo- ISICTHBIX, KOJIEHHBIX, Ta300€]PEHHbIX,
o CyCTaBOB, OTCYTCTBHE BbIpa-
apTpo3 TUTIOCHE(AJIAaHT OBBIX CYCTaBOB, IEHHOTO U TO- o .
KEHHOM yTPEHHEW CKOBaHHO-
SICHUYHOT'O OTJEJIOB IO3BOHOYHUKA. Y BEJIHYe-
CTH, YBEJIINUEHHUE BBIPAYKEHHO-
HHe OOJIU MPU IBIKEHUH, OCTEO(PUTBI U CYXKe-
” CTH 0O0JIM K KOHITY JHS
HUE CYCTaBHBIX I1I€JI€N HAa pEHTI€HOIpaMMaXx.
JlabopaTopHble HAPYIIIEHHUS] OTCYTCTBYIOT
AyToMMMyHHOE 3a00JIeBaHIE, CBSI3aHHOE C PO{ApTpUT HeaeHOpMUPYIOLTUIA
JTYKITHEH aHTUTEIT K MHOYKECTBY PA3JIMUHBIX KJle{(3a UCKIIOUEHUEM apTpUTa
TOYHBIX U BHYTPHUKJIETOYHBIX O€KOB. Xapak- |XKaky). O6napyxuBaror AH®
TEPHO CUMMETPUYHOE MOPAKEHUE MEJIKUX CY- |(OJHAKO TOT MPU3HAK BHISB-
CKB CTaBOB KHCTEH, JTy4e3arsiCTHBIX ¥ KOJICHHBIX Cy-JIst0T Y 30% marnuenToB ¢ PA),
CTaBOB U Pa3BUTHE HEIPO3UBHOTO AeHOPMUPY- [PEIKO — HEBBICOKHE TUTPHI PD.
forriero aptpura (JKaky). Moxet ObITh BolpaskeH Ha peHTreHorpaMmmax oTcyT-
OTEK MSTKUX TKaHEH, HO KOJIMYECTBO BHYTPUCY-|CTBYIOT IIPU3HAKU KOCTHBIX
CTaBHOT'O BBITIOTA 0OBIYHO MUHUMAJIBHO 3po3uil
BBIABISIIOT OTII0KEHUS KPUCTAJUIOB MOHOYpATa
HaTpHA B TKaHsX cycTaBa v BOKpyT. [lepBas  |/luarHo3 yctaHaBIuBaroT Mpu
araka 3a00JieBaHHsI MOHOAPTHUKYJISIpHAS, C TIpe-|00HAPYKEHUH KPUCTAIIIIOB C
UMYIIIECTBEHHBIM MOPKEHUEM TUTIOCHE(halaH-| XapaKTePHBIM OTPUIIATEIbHBIM
[Tomarpa |roBoro cycraga l. [Ipu xpoHuueckoit popme  |IBOMHBIM MPETOMIICHUEM JTy4a
MOYKET OBITh CHMMETPUYIHOE TIOPAKEHUE MEJT- (TP TTOJISIPU3ALUOHHON MUKPO-
KHX CYCTaBOB KUCTeH U cTorl ¢ nmosiBneHneM  [ckormuu B CK win todycax. B
topycoB. Ha pentrenorpammax oOHapyxuBa- [30% ciaydaeB BBISBISAIOT PO
0T MPU3HAKU CYOKOPTUKATBHBIX DPO3UN
YacTo HaOM01at0T HOpaXKEeHUe
[lcopua- |MoHOAPTPUT, ACKMMETPUYHBIN OJTUTOAPT- |IUCTATBHBIX MEXK(ATAHTOBBIX
THYEC- PUT, CHMMETPUYHBIN TTOJIMAPTPUT, MYTUIIU- |CYCTaBOB, BEPETEHOOOPa3HYIO
KUHI PYIOLIHN apTPUT, HOPAKEHUS OCEBOTO CKe- |IIPUITYXJIOCTh NANbLEB. Bbipa-
apTpur nera ’KEHbI XapaKTepHbIE JJIsI [ICOpHA-
32 U3MEHEHUS KOKU Y HOI'TEU
XapakTepeH aCHMMETPUYHBIN
XpOHUYECKOE CUCTEMHOE BOCIAIUTENIBHOE |MOHO- WJIM OJIUTOAPTPUT KPYTI-
MOPaKEHHUE OCEBOTO CKesleTa. BO3MOXXHO — |HBIX CYCTaBOB (Ta300€IPEHHBIX,
AC BOBJICUEHHUE TIepU(EPUUECKUX CYCTABOB.  |KOJCHHBIX, TUIEYEBHIX), TIO3BO-
OTMeuarT pa3BUTHE AMMMKAILHOTO JEr0Y- |HOYHOTO CTOJI0A, KPECTIIOBO-
HoTO (hubdpo3a, mosBJIeHUE 00JICH B CIIMHE  |[TOJB3IONIHBIX COUICHEHHA. BhI-
SIBIISTFOT HOocuTenbeTBO HLA-B27
PeA CBsi3aH ¢ MH(OUITMPOBAHUEM PA3TMUHBIMHU ApPTpUT OJUTOAPTUKYIISIPHBIN U
(cuagpom  |mukpoopranmsmamu (CNamydia, Escheriohia |acuvMeTpuuHbIid, ¢ IperMy-
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Petitepa) |Coli, Salmonella, Campylobecter, Yersinia).  |miecTBEeHHBIM HOpaKEHUEM
CUMITOMOKOMIUIEKC BKITIOYAET YPETPUT, HIDKHUX KOHEYHOCTEH. BhIsiB-
KOHBIOHKTHBHT M apTpHT. [larenTsl otMe-  |1s150T HOocHuTenbeTBO HLA-B27
YaroT MOSBIICHUE 0O0JICH B IIITOYHBIX 00J1aCTSIX,

Pa3BUTHUE PHTE3UTOB, KEPATOJICPMHUH Ha JIa10-
HSIX ¥ TIOAOINIBAX M IUPKYJSIPHOTO OajlaHuTa

bakrepu- |HaGmrogaror mopaxkeHue kpynHeix cycta- |Heobxoaumo aenats moces

AJIbHBII BOB, JIUXOPAJKY C JICHKOIMTO30M, IOSIBJIe- |KPOBH Y BCEX MALIUEHTOB C JIU-

SHJIOKAPJIUT|HUE CEpJCYHBIX ITYMOB XOpaJKOW U MOJINAPTPUTOM
HaGmonarot apTput (Murpu WU, OJITO-

4 TP (Murpupyromit, HeobOxonumo npoBeaeHue cre-

apTUKYJISIPHBIN C IPEUMYILIECTBEHHBIM ITOpa-

1u(pUYECKUX (B OTHOIICHUU

OPJI YKEHHEM KPYIHBIX CYCTaBOB), KapIUT, MO~

CTPENTOKOKKOB) CEpOJIOTHYE-
KOXKHBIE Y3€JIKU, XOPEI0, KOJIBIEBUIHYIO IpU- o

CKHUX pPeakinii
TEMY, JTUXOPAJIKY

HeoOxommmo crienath moceB KpoBU
OOBIYHO BBHISBIISIOT MOHOAPTUKYJISIPHBIN,  |M3y4IUTh (UCITOJB3YS OKPACKY Ipe-
peXke OMTOAPTUKYIIAPHBIN apTPUT C TIpe-  |mapara 1o [ paMmy) KIIeTOUHBII

Centuue- |MMYIIECTBEHHBIM MOPAXKEHUEM KPYITHBIX  |COCTaB KUIKOCTH, TOTYUYEHHOM 13

CKHI cyctaBoB. OTMEUalOT THIIEPTEPMULO, TUIIE- |[IOJIOCTU CYCTaBa, IPOBECTH €€

apTpur PEMUIO U MPUITYXJIOCTh CYCTABOB C OIPAHU- |KYJIbTYPAILHOE UCCIIEIOBAHHE.
yeHreM 00bEMa MBIKEHUN. ApTpUT MOXeT |OIHAKO CIeTyeT TOMHHTb, UTO
OBITH MUTPUPYIOIIUM CENTUYECKUIA apTPUT TAKKE MOMKHO

HaOJIOIaTh U Y MalueHToB ¢ PA

OOpariatoT BHUMaHHE Ha Xapak-
XapaKTepHa YTPEHHsIsSI CKOBAHHOCTb, CUM- )

. |TepHbIil aHaMHe3. BupycHyro npu-

METPUYHOE MOPaKEHUE CYCTaBOB KUCTEH U

poy 3a00J1€BaHNs TTOITBEPHKTAFOT
Jy4e3ansiCTHBIX CYCTaBOB, BUPYCHAS JK-

CEPOJIOTHIECKIMH PEAKIHSMHU.

BupycHsie [3anTeMa, nnorna ooHapyxuparot PO. [1pu- .

. 2 BupycHbIit apTpUT B OOJBIITMHCTBE

PTPUTHL  [UMHOMW Pa3BUTHS JAHHOU MaTOJOTHH MOTYT

o CITy4aeB CIIOHTAHHO ITPOXOIUT B

ObITh TapBoBHUpYC B19, BUpyc DmniTeiina-

TeueHne 4-6 Helt (3a NCKITFOUCHHEM|
bapp, aneHoBUpycCHl, BUPYC KpacHYXH, Te-

apTpuTa, CBI3aHHOT'O C TIAPBOBH-
natuta B u C 9 »

pycHoM uHpeKImen)
XapakTepHbl BaCKyJIOMaTus (C MOpakeHuEM
MEJTKMX COCy0B) 1 (pubpo3. Penko Bo3HMKa- .

YZI0B) 1 GHOp % ®eHoMeH PeliHo 1 yIuioTHEHUE

CCH €T apTpUT, OOBIYHO HAOTIOAIOT APTPAIITHH, KOKIL
orpaHn4eHue 00bEMa JBIKEHUH, CBSI3AHHOE C
OTEKOM KOKH U MOJAKOXKHOT'O JKUPOBOTO CJIOSI
BhISBIISIIOT BOCTIANIEHUE MBIIIIT, TPOKCUMAITh-

HYIO MBIIIIEYHYIO CJ1a00CTh, TOBBIIICHUE
ApPTpPUT C BBIPaXKEHHBIM CUHO-
NBM ypoBHst KOK u anbnonasel, aprpanruu 1 Mu-
BUTOM BO3HUKAET PEIKO
QITHH, TTATOJIOTHUYECKUE N3MEHEHUS Ha AJIeK-
TPOMHOTpAMME
Xapakrepnsl npu3Haku CKB, CCJI u muo3zura.
o OOHapy>XUBaIOT aHTUTEIA K
C3CT B 60-70% ciyuaeB BO3HMKAET apTpUT (MOKET
Ul-pubonykiieonpoTeuny

OBITH Ie(hOPMUPYIOIIIIM ¥ SPO3UBHBIM )|

CucteMHOE BOCTIAJTUTENIEHOE 3a00JI€BaHNE, B aléaKl\fIIéegz ef&;z;g:ﬁ)ﬂigg

BbI3bIBacMoe Borrelia burgdorferi. Ha parmux |[Y<Y© KIeta. ATBED

CTaIWSIX BO3HUKAET MUTPUPYIOLLast spuTeMa n| oo o1 ¢ TOMOITIBIO CCPOriol He-
bone3nn 'PUPYIO p ckux peakmuit (Western blot) Ha

. Kap/IMaJibHasl aToJIOIUsl, Ha MO3JTHUX— HH- N

Jlaiima 6oppennos. (OgHako y 5% 310-

TEPMUTHPYIOIINN MOHO- UM OJTUT0apTpuT (Y
15% nauueHToB MOXKET ObITh XPOHUYECKUM U
HPO3UBHBIM), SHIIE(DATOTATHS M HEBPOTIATHS

POBBIX JIFOJIEH CEPOJIOTUYECKUE
pEaKIUK AI0T JIOKHOITOJIOKHU-
TEJIbHBIE PE3YJIbTAThI)
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Xapaxrepra muddy3Has 60716 U yTPEHHSISI CKO-

PeBmaTu- |BaHHOCTB B OCEBBIX CycTaBax U MpokcuMasibHbIX |B 10-15% couetaetcs ¢ ruran-
yeckast rpymmnax M. [[pummyxJiocTs CycTaBoB BbISIB- [TOKJIETOYHBIM apTEPUUTOM.
MOJIMMU-  |JsTIOT pexke. HaOmoaaroT BeipaskeHHoe yBenmu- | CUMIOTOMBI OBICTPO TTPOXOASIT
anrus yeHre COD. 3abomneBaHNe peIKo BO3HUKAET B |1IpH HUctionb3oBaHuu 'K
BO3pacte Mojioxke S0 jieT
Bo3HuKaroT petauBUpyroipe 00Je3HEHHbBIE
SI3BBI Ha CITMBUCTBIX 000JI0YKAX PTa U MOJIOBBIX
o HeobOxonum nuddepenimans-
opraHoB, nopaxenust LIHC, yeewur, B 50% city- o
bb YACE — MOHOS! SIDHEL ADTHIE ¢ T HBIW IUAarHO3 C MOPAKEHUEM
PTHKYILAD PIPUT C IPCUMY™ 5 (cxkneput) mpu PA
IIECTBEHHBIM BOBJICYEHUEM B MPOLIECC KPYITHBIX
cycTaBoB. [ 0JIOKUTETBHBIN TECT «T1aTePrumD)
AMIION BrIsSBISIIOT IepUapTUKYIISIpHOE OTIIOKEeHHE |OKpalirBaHie acIUPUPOBAH-
103 aMUJIOWJa, UHOT/Ia BBITIOT B MOJIOCTh Cy-  |HOW CyCTaBHOW KUJAKOCTH KOH-
CTaBa ro KPacCHBIM
AyTOCOMHO-PELIECCUBHOE 3a00JIEBAHUE.
HaGmroarot HapyIieHue BcachbIBaHUsI U OT-
JnarHocTUpyrOT NaTOJIOTHIO C
JIOKEHUSI JKeJie3a, YBEJIMUCHNE KOCTHBIX
IIOMOIILI0 OUOIICUHU TIEUYEHH.
CTPYKTYp TsICTHO-(harmaHroBbix cyctaBoB |l u
I'emoxpo- 3abosieBaHme aCCOIUUPOBAHO C
I11, moBBIIIEHNE YPOBHS XKeme3a U (peppuTrHA
MaTo3 caxapHbIM quabeToM, cepied-
B CBIBOPOTKE KPOBH CO CHIKEHHEM TPaHC- ”
9 HOM HEAOCTaTOYHOCTHIO U LIUP-
beppuH-cBsi3pIBatoNel criocooHocT. Ha 030M
PEHTIEHOTpPaMMaXx BBISBIISTIOT XOHIPOKAITb- p
IITHO3
XpoHHUYECKOE TPaHyIeMaTO3HOE 3a001eBa-
o XapakTepHasi KJIMHHYECKast
Hue. B 10-15% cimyuaeB BO3HMKAaEeT XpOHUYE-
9 o KapTUHA U pe3yibTaTbl OMOII-
Capkon103|CKuii CHMMETPUYHBIN OJUAPTPUT (TIpU coue- o
" 5 cuu (oOOHapyKeHHE TpaHyIIE-
TaHWHU C Y3JI0BaTOM dpUTeMoi (opMHUpYyeETCs MED)
cuaapom Jledrpena)
['uneptpo- |XapakTepeH OIUroapTpuT KOJIEHHBIX, rojie-  |CumMnTom «bapabaHHBIX Majio-
(uueckasi |HOCTOIHBIX M JIyYE3aIsICTHBIX CYCTaBOB, IIe- |4eK», CBS3b C JIETOUYHBIM 3a00J1e-
0CTEOoapT- |pPHOCTATBHOE HOBOOOPA30BaHUE KOCTH, ITy- |BaHHEM, OOJIb B KOHEYHOCTSIX
ponarus  |Ookas v Horou1as 00Jb NP ONpeJIeIEHHOM TOJIOKEHUU
Omvxomi [Tpu mumdonpommdepaTuBHBIX 3a00J1€BAHUIX
yx BO3HUKAET MOHOAPTPUT WJIY MTOJIUAPTPUT
AnrnonM- |I'emaroyoruueckue 3a001eBaHUs. XapaKTep-
MYHO- Ha JiuMdaIeHONaTusl, TeMaTOCIUICHOMETalHs, | XapaKTepHble U3MEHEHUS TIPH
OnmacTHas |KOXKHasl ChITlb, TUTIEpraMMarfioOyauHeMus,  |Ouorncuu TuM@aTHIecKux y3-
muMmdane- |pa3BUTHE HEIPOZUBHOTO CUMMETPHYHOTO JIOB ¥ KOXKHU
HOTA-THSl  |pEeBMATOMJIONOI00HOTO apTpUTa
MynbTrtieH
. XapakTepHble U3MEHEHHUSI TIPU
Tpu-yeckuii |OOHapyKUBAIOT OKOJOHOTTEBBIC MAMYJIbI, .
. o Ouorcuu MopaxEHHOTO y4acT-
pPETUKYJ0- |OO0JIE3HEHHBIN NECTPYKTUBHBIN MOTUAPTPUT <3 KON
THCTHOIUTO
Cemeiinas |HaGmronmaroT peruiiuBu Vi€ aTaky OCTpO- N
JAIOT PEIM/IMBHPYTOT TPO" | Cemeitnblit anamues, HaLwMO-
Cpeau3eM- |0 CHHOBHUTA (MOHO- WM OJIMTOAPTUKYJISIPHO-
HaJbHbIE 0OCOOEHHOCTH, aMU-
HOMOPCKasl [T0) KPYITHBIX CYCTaBOB, aCCOIMHMPOBAHHBIC C
o 01103 (TO3/1HEE OCI0KHEHHUE)
JIMXOpaJIKa |JIMXOPaJKOH, MIIEBPUTOM U IEPUTOHUTOM
T PacripoctpanénHoe nporpeccupyroiiee Boc-
. |maneHue u mec Us XPSILIEBON U COCITH-
pyroimit | ACCTPYKIMA XPAL W IB 30% CIIy4aeB MOXET OBITh
HUTEIbHOM TKaHU. Bo3HUKaeT MUTrpUpyromunit
TIOJTXOH- o o npu apyrux P3
TpHT ACMMETPUYHBIHN, HE3PO3UBHBIN apTPUT MEJI-

KHX Y KPYITHBIX CYCTaBOB, BOCIIAJICHUE U JIe-
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dbopmarust Xpsiiia yirHo! pakoBUHbI

Pacnipoctpan€HHast MbIieqHO-CKeseTHast 00Mb 1
CKOBAHHOCTb, IIAPECTE3UH, HEMIPOAYKTUBHBII COH
YCTIOCTh, MHOXKECTBEHHBIE cUMMETpruHble  |M3penka HeoOxonum nudde-
TPUITEPHBIE TOUKH (JUIs1 YCTAHOBJIEHHS AMArHO3a| pEHIIMATIbHBIN TMarHo3 ¢ paH-
noctatouHo ooHapyxkenue 11 u3 18). [Tatonorunaeit craaueit PA

CYCTaBOB I10 pe3yiibTaTaM JJabopaTopHbIX U UH-
CTPYMEHTAIBHBIX UCCIIEIOBAHNM HE BBIIBIIIOT

IToka3zaHus K KOHCYJIbTAUMHU APYTHX CHIELHAJINCTOB

[TarmeHnTaM MOKUIIOrO BO3pAcTa, a TAaKXKeE MPHU BBIABICHUHU (PAKTOPOB pHCKa
Pa3BUTHUS KapIUOBACKYJISIPHON MATOJIOTUX Y TAI[MEHTOB JII0OOOT0 BO3pacTa mokasa-
Ha KOHCYJIbTALMS KapAHOJIora.

[Ipy BOBHMKHOBEHUM MHTEPKYPPEHTHBIX 3a00JIEBAHMI U OCIIOKHEHHI OO0JIE3HU
WM JiedeHus (MHPEKIMK, caxapHbIi Jua0eT, maTooruy MoYeK ¢ HEOOXOAUMOCTHIO
Oouorcuu 1 mpovee) HeoOX0MMa KOHCYIbTalMs MH(PEKIIMOHNUCTA, THOMHOTO XHpYpra,
SHJIOKPUHOJIOra, He(poJIora, OTOPUHOJIAPUHTOJIOTA U IPYTUX CHELUAIMCTOB.

[Tpu mono3peHnn Ha pa3BUTHE CUCTEMHBIX NposiBieHUl PA, TpeOyromux
Bepu(dUKauu (CKIEPUT, HEBPOJOTUUECKUE TTPOSBIICHUS, TOPAKEHUE JETKUX ), MO-
Ka3aHa KOHCYJbTalus o(pTaapMoiiora, HEBpOJIOra, MyJIbMOHOJIOTA.

JIisi IaHUpOBaHMST MPOTE3UPOBAHUS WM APYTOro BUJA XUPYPTHYECKOIrO
JICYEHUS IPUTIAIIAIOT XUPYypra-opTorne/a.

1.5. OCHOBHBIE ITPUHIUIIBI IEHEHU A

OO0uue pexomenaanum. Jleuenne manueHToB ¢ PA npoBoauT peBMarosor,
MIOCKOJIBKY (DYHKITMOHAJILHOE COCTOSTHUE OOJIbHBIX, HAXOMAIIUXCS TOJ Habro1e-
HUEM Bpaua, JIydllle, a MPUMEHEHHE COBPEMEHHBIX METO/I0B (hapmakoTepanuu PA
TpeOyeT cneuuaibHbIX 3HaHWi. HeoOxoaumMo uHPOpMHpPOBATH MALMEHTOB O Xa-
paktepe 3aboseBaHus, MOOOYHBIX dS(PdeKTax MNPUMEHIEMbIX JEKAPCTBEHHBIX
cpeactB. IIpu mosiBI€HWM COOTBETCTBYIOIIMX CHUMIITOMOB MAalMEHT JOJDKEH He-
MEJIJIEHHO MPEKPaTUTh NPHUEM MpernapaTa U 00paTUuThCs K Bpady.

[Ipu BbIOOpE JedeHHs HEOOXOAMMO YYMTHIBaTh (PaKTOPhI puUcKa Hebsaro-
NPUSATHOTO MPOTHO3a U MPOAOIIKUTEILHOCTh MEPUOAA MEXKIY MOSIBJIEHUEM CHUMII-
TOMOB M HavyajioM npuéma bIIBII.

K ¢akropam HebGmaronpusTHOro MporHo3a, oOyCIOBIMBAIOIIMM HEOOXOAU-
MOCTb IIPOBEJICHUS O0Jiee aKTUBHOMN Teparuu, OTHOCAT CIEIyIOIINE.

» Cepono3utuBHOCTh 110 P® u antu-1ILII1 anTuTenam B nedrore 60JIe3HHU.

* BricOKyI0 BOCTIAJIUTENBHYIO aKTUBHOCTb.

* BoBJieueHME B MATOJIOTUYECKUN ITPOLIECC MHOTUX CYCTABOB.

* Pa3BruTHE BHECYCTABHBIX IIPOSIBIICHUM.

* Yemmuenue COJ u yposHs CPb.

» O6Hapy»xeHue onpenenéHubix awieneii HLA-DR (0101, 0401, 0404/0408, 1402).

» OOHapy>KeHHE IPO3Ul B CycTaBax B J1e0I0TE OOJIC3HMU.

* MoJto0# WK MOXKUJION BO3pacT Havajia 00JIe3HHU.

* [Imoxue conuanbHO-3KOHOMUYECKHUE YCIOBUS KU3HU.
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[Ipu mpomomkuTenbHOCTH 3aboneBaHus Oojiee 6 Mec. JEYCHHE TOJDKHO
ObITh OoJiee akTUBHBIM. [Ipu BbIABICHUH (PAKTOPOB pUCKA HEOIATOMIPUSATHOTO MIPO-
rHO3a MpenapaToM BbIOOpa CUMTAIOT METOTpeKcaT (HavajabHas J103a 7,5 Mr/Hen.) ¢
OBICTPBIM (B T€UEHHE MPUMEPHO 3 MeC.) yBEIUYEHUEM J103bI 10 20-25 Mr/He.

O} pexTUBHOCTD JIeUeHUsI OLEHUBAIOT, UCIOJIb3Ys CTaHAAPTU30BAHHbBIC WH-
JIEKChI, TAKUE, KaK KPUTEPUU YIydllIeHUs AMEPUKAHCKON KOJIJIETMH PEBMATOJO-
roB, AMHaMUKy UHAekca DAS28 (kaxapie 3 Mec. pekomeHaanuu EBpormneiickoi aH-
TUPEBMATHUECKOH JHUTH), GYHKIIMOHAIBHYIO criocoOHOCTh manuenta (HAQ) (kax-
nple 6 Mec.), MPOrpeccUpoBaHue AECTPYKIMUA CYCTABOB MO JIaHHBIM PEHTTEHOIpa-
¢uu ¢ ucnonpzoBanuem metonoB [lapna wim Jlapcena (kaxmprit Tox).

B nacrosimiee Bpemst 3 GEKTUBHBIM CUMTAOT JICUCHHUE, TIO3BOJISIONIEE TOCTHYh
KIMHIYECKOT'o yiIydllieHus: He MeHee ueM ypoBHst ACR70 mm pemriccuu (tad. 12-8).

Jl1st TOoro 4TOOBI OLIEHUTH YJIY4IIEHUE MO KPUTEPUSIM AMEpPUKAHCKON KOJI-
JIETMH PEBMATOJIOT0B, HEOOXOIUMO YUECTh CIEAYIOLIEE.

* KonnuecTBo OOJE3HEHHBIX CYCTAaBOB (BBIPAXKEHHOCTb CHHOBUTA OMpeEJIe-
JSIOT MYTEM TOJICUETa KOJIMYECTBA OOJIE3HEHHBIX U KOJIMUYECTBA OOJIE3HEHHBIX U
IPUITYXIINX CYCTaBOB).

» KonndecTBO MpUITyXIIHX CYCTAaBOB (BBIPAKEHHOCTh CHHOBHTA OIPEICIIS-
0T MyTEM IOJICYETa KOJIMYECTBA OOJIE3HEHHBIX M KOJIMYECTBA OOJIE3HEHHBIX M
IPUIYXIINX CYCTaBOB).

 OO011YyI0 aKTUBHOCTH (IT0 MHEHUIO Bpaya).

 OO111yI0 aKTUBHOCTH (110 MHEHUIO MallMeHTa) (TAlMEeHT OICHUBAET aKTHB-
HOCTh 110 BHU3YaJbHOM aHAJIOrOBOM IIKaje C KPAHUMHU TOYKAMH: «IIOJIHOE OTCYT-
CTBHE aKTUBHOCTH» U «MAKCUMAJIbHO BO3MOYKHASI aKTUBHOCTBY ).

* bonu B cycraBax.

» Uunexc verpynocnocoonoctu (HAQ).

* Ismenenue CO, ypoBHs CPb.

ACR20, ACR50, ACR70 yxka3siBatoT Ha 20, 50 u 70% ynydimieHue mnepe-
YHUCJICHHBIX, IO KpaliHEeH Mepe, MATH U3 CeMM TNoKazareyel (yIydlleHHe NEpBBIX
JBYX CYUTAIOT 00513aTE€IBHBIM).

XapakTepuctuka pemuccuu mnpu PA.

* Ilo xputeprsiM AMEPUKAHCKOW KOJIJIETWM PEBMATOJIOTOB (KIIMHUYECKasi peMHUC-
CHSl: COXPAHEHUE IIITH W3 IIIECTH CIICAYIOIIMX MPU3HAKOB B TCUCHUE HE MEHEe 2 MeC.).

- YTpeHHsIs1 CKOBaHHOCTb MeHee 15 MuH.

- Her Henomoranus.

- Her Goneii B cycraBax.

- Her Gouteli B cycTaBax npu JBUKEHUU.

- Her npunyxsioctu cycraBos.

- CO3 <30 MM/4 y sxeHIIUH ¥ <20 MM/4 y MY>KYHUH.

* [To xpurepusm EBponerickoii aHTUPEBMATUYECKOM JIUTH.

- 3nauenne naaekca DAS28<2,6.

* [To xkputepusim FDA.

- Knuaudeckass peMuccust mo KpuTepusM AMEPHKAHCKOW KOJUIETHH PeBMa-
TOJIOTOB U OTCYTCTBUE MPOTPECCUPOBAHUS AECTPYKIUU CYCTABOB MO PEHTTEHOJO-
ru4ecKkuM npusHakam (mo uHaekcy Jlapcena wnm Illapra) B Teuenue 6 mec. 6e3
npuéma BIIBII (pemuccusi).
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- Knunnueckas peMuccusi o KpurepusiMm AMEpUKAHCKON KOJUIETUHM peBMa-
TOJIOTOB U OTCYTCTBUE MPOTPECCUPOBAHUS AECTPYKIUU CYCTABOB MO PEHTTEHONIO-
ru4eckuM mpusHakam (o uHzaekcy Jlapcena wiu Illapna) B Teuenue 6 mec. Ha
done neuenust BIIBII (monHast KTuHUYECKass pEMUCCHS).

- Viyumenue ypoBHss ACR70 B TedeHue, 1Mo KpailHe mepe, 6 Mmociemyro-
X MecsleB (KIuHnueckui rhPexr).

AKTHUBHOCTH BOCTIAJICHUS] OOBIYHO KOPPETUPYET C PA3BUTHUEM CYyCTaBHOU Jie-
CTPYKIIUU, OAHAKO y HEKOTOPHIX MAlMEHTOB Ha (POHE JICUCHUS CTaHJApTHHIMU
BIIBII nmporpeccupoBanue 3pO3UBHOTO IMpollecca B CycTaBax HaOMIOAAIOT U MPHU
HU3KOM BOCHAJIUTENIbHOW aKTUBHOCTH, U JIa)KE€ B MEPUO]] KIMHUYECKON PEMUCCHH.

Ienu Jeyenust

* [lonaBineHue CUMITOMOB apTPUTA U BHECYCTABHBIX MTPOSIBJICHUM.

* [IpenoTBparienrie qecTpyKIHy, HapyIeHUH (PyHKIMI 1 AedhopMalii CyCTaBOB.

* Coxpanenue (ynydllleHUE) KaueCTBa )KU3HU MAIIUEHTOB.

* JlocTHKEeHHE peMUCCUU 3a00JIeBaHUs.

» CHUKEHHUE pUCKA Pa3BUTUS KOMOPOUTHBIX 3a00I€BaHUN.

* YBenuueHue mpoI0JDKUTEILHOCTH KU3HH (10 MOMYJISIIIMIOHHOT'O YPOBHS).

IHoka3zaHus K rocnuTAIN3ANUN

[TaniieHTOB TOCIUTAIM3UPYIOT B PEBMATOJIOTHYECKOE OT/ACJIICHUE B CIEIYIO-
IUX CIIyYasix.

e JI111 yTOUHEHUSI UarHo3a U OLEHKHU MTPOTHO3A.

* Jlns mop6opa BIIBII B Hauasne u Ha BCEM MPOTSHKEHUU OOJIE3HHU.

* [Ipu o6ocTpenun PA.

* [Ipu pa3BUTHH TSKETBIX CUCTEMHBIX MPOSBICHUI PA.

* [Ipy BOBHMKHOBEHHMH HHTEPKYPPEHTHOIO 3a00JIEBaHUS, CENTUYECKOTO apT-
pUTa UK IPYTUX TSKENBIX OCIIOKHEHUM OOJIE3HU WM JICKAPCTBEHHOM Tepariiu.

HemenukameHTO3HOE J1e4yeHH e

B ocHoBe neuenus PA nexut MynbTUIAMCHUTUIMHAPHBINA MOJIXO0J, OCHOBaH-
HBIM Ha KCIOJB30BaHUU He(PapMaKOJOTHUUECKUX U (hapMaKOJIOTHYECKUX METOJIOB,
MPUBJICUCHUH CTICIIUATUCTOB APYTUX MEAUIIMHCKUX CHEIUaTIbHOCTEN (OpTOIEIOB,
¢bu3noTEepaneBTOB, KapAUOJIOTOB, HEBPOJIOTOB, TICUXOJIOTOB U JIp.).

[Ipu oTcyTCTBUU CEepbE3HBIX Je(opMalivii CyCTaBOB MAI[UEHTHI MPOI0JIKA-
I0T paboTaTh, OJTHAKO 3HAYUTEIbHbIE (PM3UYECKUE HArPy3KH MM MPOTHUBOMOKA3a-
Hel. [larmmenTtam cnemyet uzberats HakTOpoB, KOTOPHIE MOTEHIIUATHHO MOTYT MPO-
BOIIMPOBATh 000CTpeHUEe 00JIe3HU (MHTEPKYPPEHTHbIE MH(PEKIINH, CTPECC U MPO-
yee). PEKOMEHAYIOT TPEKpaTUTh KypeHUE U OTPAHUUUTH IPUEM aJIKOTOJIS.

[Tonnep:xanue uaeanrbHONM MacChl Tejla CIOCOOCTBYET YMEHBIIEHUIO HArPpy3-
KM Ha CYCTaBbl U CHUKEHUIO PUCKA JIETAIBHOTO UCXOJIa U Pa3BUTHUSI OCTEONOPO3a.
Jlist aToro HeoOXoaMMO COOII0IaTh COATAHCUPOBAHHYIO JTUETY, BKIIOYAIONTYIO
MUILY C BBICOKUM COJICPKAHUEM TOJIMHEHACHIIIIEHHBIX KUPHBIX KUCIOT (phIOuit
KUP, OJMBKOBOE MAacI0), PPYyKTHI, OBOIIU. YTOTPEOJIECHUE ATHX MPOJYKTOB IO-
TEHIIMAIbHO YMEHBIIAET UHTEHCUBHOCTh BOCIIAJICHHUS.

BaxxHoe 3HaueHrEe UMEIOT MPOTrpaMMbl OOYYEHUS MAIIUEHTOB (M3MEHEHHE CTe-
peotuna aBuraresnbHoi aktuBHOCTH), JIOK, crienuansubie ynpaxuaenus (1-2 paza B
HEJIENI0), HAMpaBJIEHHbIE HA YKPEIJICHUE MBIIICYHOU CUJIBI, (PU3NOTEepareBTHYEC-
ckue ™Metoanl (mpu ymepeHHOW akTuBHOCTH PA). Oproneaudeckue MeETOJbI
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HaIpaBJIeHBI Ha MPOGUIAKTUKY W KOPPEKIINIO TUITMYHBIX Jedopmaliiii CyCTaBoB U
HECTAaOWJIBHOCTH IIEMHOTO OT/IeJ1a TO3BOHOYHHKA.

CaHaTOpHO-KYpOPTHOE JIEUEHHUE PEKOMEHAYIOT TOJIbKO MAllMeHTaM C MUHHU-
MaJIbHOM aKTUBHOCTHIO PA WMIIM B CTaAUU PEMUCCHH.

Ha npoTskenun Bcero nepuoa 00Je3HM HE00X0IMMa aKTUBHAs MpodUIak-
THKa U JICUCHUE COIYTCTBYIONTUX 3a00JI€BaHUM, B MIEPBYIO OUepeah KapAHOBACKY-
JISIPHOM MATOJIOTHUH.

Crnemyer 0co00 MOAYEPKHYTh, UTO HEMEIUKAMEHTO3HBIE METOJIbI OKa3bIBAIOT
yMEpEHHOE M KpaTKOBpEMEHHOE JIeHicTBIE. BiusHue Ha mporpeccupoBaHue 3a0oJie-
BaHUs HE J0Ka3aHo. OmucaHHbIe MEPONPUSATHS TOBHITIAIOT 3()(PEKTUBHOCTH CHMITTO-
MaTHYECKOW Tepanuy ¥ IOMOTal0T B KOPPEKIIUU CTOMKUX JeopMaliiii CyCTaBOB.

MeaukaMeHTO3HOE JieueHHue

[locnennue necATUNETUST O3HAMEHOBAIUCH CYIIECTBEHHBIM MPOrPECCOM B
pacmmppoBKe MaTOTeHETUISCKHX MeXaHn3MOB pasButus PA. He ciydaiino 3to 3a-
00JIeBaHKE pacCCMATPUBAIOT KaK CBOCOOPA3HYIO MOJIEb XPOHHUUYECKUX BOCIIATIUTEIb-
HBIX 3a00JieBaHul uenoBeka. Mzyuenue PA npuoOperaeT o01eMeaUIIMHCKOE 3Haye-
HUE, MOCKOJIBKY CO3a€T MPEANOChUIKH ISl COBEPILICHCTBOBAHUS (papMaKoTeparnuu
MHOTHX JIpYTHX 3a00JieBaHUM YelloBeKa (aTepockiepo3, caxapHbiil quabder tumna ll,
OCTEOII0PO03), PA3BUTHE KOTOPHIX TAKXKE CBSA3aHO C XPOHUUYECKUM BOCIIAJICHUEM.

[IpuHIMNIATEHO HOBBIM HAIPABJIECHUEM MEIMKAMEHTO3HOTO JieueHusi PA
cTasio (opMUPOBaHKE KOHIICIIIIUN «OKHA BO3MOXKHOCTH» (Window of opportunity).
OKHO BO3MOXHOCTH — 3TO MEPUOJ BPEMEHH B JeOroTe OO0JEe3HHU, KOT/la JCUCHUE
BIIBII oka3piBaeT MakCUMaJIbHBIM MPOTUBOBOCHAIUTEIBHBIN U aHTUIECTPYKTUB-
HBII 3QQEKT U yIIydIlIaeT NporHo3.

YCTaHOBIIEHO, YTO Yy NALMEHTOB, paHO HayaBmux mnojyyats BIIBII, He
HAOJIIOAIOT YBEIMUCHHS PUCKA MPEXKIACBPEMEHHOTO JETAIBHOIO MCXOJa B OTJIH-
yue ot 6onbHbIX PA, He nmonydaBmmx BIIBII. [IporHo3 y nmauueHToB ¢ TAXKETBIM
PA, nposieuennsix BIIBII B Hauane 60Je3HHU, TakoM e, Kak y MalueHToB ¢ OoJiee
OJIaronpUATHBIM BapUaHTOM TedeHUs 3a0oneBanus. [[puMedaTenbHO, YTO JIeUeHUE
BIIBIT u, ocobenno, maruduropamu ®HO-a 1mo3BOJsSET CYIIECTBEHHO CHHU3UTH
CMEPTHOCTh OT KapJAHOBACKYJISIPHBIX TMPUYMH, & TAKXKE 3aTOPMO3UTH PA3BUTHE
OCTEOIOPO3a, MPUBOIAIIETO K BOSHUKHOBEHUIO NIEPETIOMOB KOCTEW CKEJIeTa.

Jnst nedenrs PA ucnosib3yroT CleIyIoIe rPpyIIbl JEKAPCTBEHHBIX CPE/ICTB.

« HIIBII:

- HECEJICKTUBHBIE;

- CEJICKTUBHBIE.

* I'K.

* BIIBIL.

* CHUHTETUYECKHE TIPENAPATHI.

 brosiornyeckue npenaparsl.

OcHoBoil nedyenust PA cuuraror mearkaMmenTo3Hyto Tepanvto BIIBII. Jleue-
HUE CJIEAYEeT HAUUHATh KaK MOYKHO PaHbIIIE, KEJIATeIbHO B TEYEHNUE NEPBBIX 3 MeC.
OT Hayasa OoJie3Hu. Teparnusi JoJKHA ObITh MAaKCUMaJIbHO aKTMBHOW U TMOKOH C
U3MEHEHUEM (ITPU HEOOXOAMMOCTH) CXEMBI JICUCHHS B 3aBUCUIMOCTH OT JTMHAMHKHU
KJIMHUYECKUX CUMIITOMOB U JJaOOpaTOPHBIX MPU3HAKOB BocnayieHus. [Ipu BeiOOpe
BIIBII HeoO6xoanMMO yUuTHIBATH (PAKTOPHI PUCKA.
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HecTepouanble NMpoTHBOBOCHAIMTENbHbIE NMPeNapaTbl 00Jaa0T Tps-
MBIM NMPOTUBOBOCTIAIUTEIIbHBIM JIECTBUEM.

Lemp naznauenns HIIBII mpu PA — xymmupoBanue cumntomMoB 6osie3nu (6o,
CKOBaHHOCTH, TipuItyxjioctu cyctaBoB). HIIBII He BIUsIIOT HAa aKTUBHOCTH BOCTIAJICHUS,
HE CITOCOOHBI MOBJIMSITH HA TEYEHUE 3a00JIEBAHNUS U IIPOrPECCUPOBAHUE JIECTPYKIIUH CY-
craBoB. Tem He meHee, HIIBII cuntaroT OCHOBHBIM CPEACTBOM I CHMITTOMATHYECKO-
ro JieueHus PA 1 cpeicTBOM IIEPBOTo psiia py Ha3HaueHuM B komiuiekce ¢ BIIBIL

Jleuenne HIIBII o6s3aTensHo HYXHO codeTaTh ¢ HazHaueHueM BIIBII, mo-
CKOJIbKY 4acToTa pa3Butusi pemuccuu Ha ¢oHe moHotepanuu HIIBII cymectBen-
HO HIDKE, yeM Ha ¢oHe nedeHus aroosM BITBII.

I'mokokopTuxkouabl. [lpumenenune 'K B HM3KHMX 103ax (MpEIHU30JIOH
<10 wmr/cyT.) mo3BoisieT 3h(PEKTUBHO KOHTPOIUPOBATh KIMHUYECKHUE MPOSBICHUS
PA, cBs3anHble ¢ BocniasieHHeM cycTaBoB. IIpu pannem PA neuenne I'K (B coue-
tanuu ¢ BIIBII) numeet Gosiee BbIpakeHHBIN KIMHUYECKUH 3P EKT (110 KPUTEPHUIM
AMEpPUKaHCKOHN KOJUIETMU PEBMATOJIOTOB) U Yalle MPUBOJINUT K PA3BUTHIO CTOMKOU
pemuccun, ueM MoHotepanus BIIBII. I'K morennmansHO MOryT ycunuBarh Iew-
cteue bIIBII no 3amennennto mporpeccupoBaHus JECTPYKIIMUA CyCTaBOB MPHU paH-
HeM PA. [Ipu atoMm addext 'K coxpansieTcs: mocie 3aBepiiieHus ux npuéma.

[Tpu PA I'K He cneayer ucnosib3oBaTh B KauecTBe MOHOTepanuu. X HeoO-
X0IMMO npuMeHsATh B koMOuHanuu ¢ BIIBIL. ITpu oTcyTcTBHM 0COOBIX MOKa3aHUMN
no3a 'K He nomkna npesbimarh 10 Mr/cyT. (B mepecuére Ha MPETHU30II0H).

[Ipu Haznauenuu 'K nipu PA crienyer HOMHUTB, UTO UX MPUEM IPUBOIUT K
pPa3BUTHIO OOJBIIOrO yuciaa MoOouyHbIX 3(dexroB. Ilo6ounbie 3ddexThl yaiie
Ha0MI0AAI0T MPU HEAIeKBaTHOM HCIIOJIb30BaHUU MPENAPATOB (JUIUTEIbHBIN MPUEM
BBICOKHUX 1103). [Ipn 3TOM HEOOXOAMMO UMETh B BUJY, YTO HEKOTOPHIE MOOOYHBIE
s dexTrl (Hanmpumep, Tsxenoe nopaxkenue XKKT, nmeueHu u 1pyrux opraHoB) BO3-
HUKaT pexe, uem npu aedenun HIIBII u BIIBII. Kpome toro, mia npenorspa-
IIEHUS] HEKOTOPBIX HEeXeNaTebHbIX 3(PEKTOB (Hanmpumep, rIFOKOKOPTUKOUTHOTO
0CTeoIopo3a) pazpadboranbl d3PGHEeKTUBHBIE MEPHI TPODUITAKTHKHY.

ITokazanus mis HazHayeHus HU3KUX 103 ['K.

» [lomaBieHre BocnajieHUs CycTaBoB J0 Havana aevicteust BIIBIT («bridge» —
Tepanus).

 [logaBnenue BocmajieHUs CYCTaBOB MNpU OOOCTPEHUHM 3a00JEBAHUS WU
pa3BUTHHU OcnoxHeHul neuenus bIIBIIL

* Headdexturnocts HIIBII u BITBII.

* [IporuBonokazanusi k HazHadeHuto HIIBII (manpumep, y nuil moxuiioro
BO3pacTa C «I3BEHHBIM» aHAMHE30M U (WJIM) HapylieHueM (QYHKIIHUA MoYeK).

 JlocTKE€HHE PEMHCCUM TIPU HEKOTOPBIX BapuaHTtax PA (Hampumep, mpu
cepoHeraTuBHOM PA y jnIl moKuitoro Bo3pacra, HalIOMHUHAKOMIEM PEBMATUYECKYIO
MOJIMMHAJITHIO).

Cpennue u Boicokue 710361 'K BHYTpH (15 Mr B cyTku u Oosiee, 00braHO 30-40 M
B CYTKH B MEpecUETe Ha MPEIHU30JIOH) MPUMEHSIIOT JUISl JI€UEHUSI TSKETBIX CUCTEMHBIX
nposiBiieHui! PA (BBIOTHOM CEPO3UT, TEMOJIMTHYECKAS aHEMUSL, KOYKHBIA BaCKYJIUT, JIU-
XOpaJika ¥ Tipoyee), a Takke ocoobix (opm Oomnesnu (curmpom Denrtu, cuaapom CTi-
Ja y B3pocibIX). [IpoAoKUTENTBHOCTD JICUEHHSI ONPEACAIOT MO BpPEMEHH, HeoO-
XOAUMOMY JUTs1 TIoJIaBJieHus1 cuMIToMoB. Kypce 00b1dHO cocTaBisieT 4-6 Het., mocie ve-
IO OCTENEHHO CHYKAKOT JI03Y U MIEPEXOIAT Ha JIeueHne HU3KuMu j103amu ['K.
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Pyrunnoe ucnonws3oBanue I'K npu PA He pekomenayror. Haznauates npena-
paThl U3 ATOM TPYIIIbI JOJKEH Bpauy-peBMaTOJIOT.

[Tynsc-Ttepanuto 'K NpUMEHSIOT y MAIMEHTOB C TSAXKEIBIMU CHCTEMHBIMU
nposiBIeHUus MU PA. DTOT MeTO TO3BOJISIET TOCTUYD OBICTPOTO (B TeueHUe 24 4.),
HO KPaTKOBPEMEHHOTIO IOJIaBJIICHUS] aKTUBHOCTU BOCITAJICHHS CyCTaBOB.

[TockonbKy MOJIOKUTENBHOE BIMsiHUE MyJibecTepanuu ['K Ha mporpeccupo-
BaHUE JIECTPYKIMU CYCTaBOB M MPOTHO3 HE J0OKa3aHO, UX MpuMeHeHue (06e3 oco-
OBIX MTOKAa3aHUM) HE PEKOMEHAYIOT.

JlokanmsHOe (BHyTpucycTaBHOEe) BBegeHue ['K B coueranuu ¢ mpuémom BIIBIT
3 HEKTUBHO MOJABIISIET BOCMIAJICHHE CYCTaBOB B Havasie 00JIE3HU WM TIPU 00OCTPEHUH
NpOIECCa, HO HE OKA3bIBAECT BIIMSHUS HA MPOIPECCHPOBAHUE JECTPYKIMH CYCTAaBOB.
[Ipu npoBeeHNH JIOKAITFHOM Teparuy clieyeT cOOMoaaTh 00IIre PEKOMEH AU

MenukamenTo3Hoe Jiedenrne PA ocHoBaHo Ha npumeHennn BIIBII (Ta6. 4).

Tabnuna 4 - O6uast xapakTepucTuKa 6a3uCHBIX MPOTHBOBOCTIAIUTENIBHBIX MTPEMAPAaTOBR

[Ipenapar Hossnenue OcoOeHHoCTH MTpUEMa, 1031
petiap addekra, Mec. P 1
MeroTpekcar 1-2 [lo 7,5-25 wmr/Hen BHYTPb I[EO6HO (M?KCHM&EHO 25
MTI/HEJI.) B COYETaHnH C (OIMEBOM KUCIOTOM 1O 1-5 MI/CyT.
Jlepynomun 1-2 ITo 100 mr B Teuenue 3 cyt, 3atem 1o 200 mMr/cyT
I'mppoxcuxmnop- 2.6 [To 400 mr/cyT (6 MI/KT B CYTKH) BHYTPh Ha 2 mpuéma
OXUH nocJie efpl
Cymbdacanasus 1-2 [To 0,5 r/cyT BHYTpSB C TMOCTETICHHBIM YBETHYCHHEM JI0-
361 710 2-3 r/cyT Ha 2 npuéma mocjue eapl
Comuzonora Bhauane npoOnast no3a 10 Mr BHYTpPHUMBIIIEYHO, 3aTEM
(BomopacTBo- 3-6 o 25 mr exxenHeBHo. [TomgnepkuBaromas g03a 50 Mr/aen
pUMBIE) 10 cymmapho# 10361 1000 mr, 3atem o 50 mr B 2-4 Henn
AsaTHOIpHH 2.3 [To 50-100 Mr/cyt BHYTpb, MAKCUMAIBHO MO 2,5 MI/KT
B CYTKH
O p— 3-6 [To 250-500 mr/cyT BHyTpb Ha 2 mpuéma C MOCTENeH-
HBIM yBeJM4eHUEM J103b1 110 750-1000 mr/cyT
Huknodocda- 2.3 [To 50-100 Mr/cyT BHYTpb, MAKCUMAIBHO MO 2,5 MI/KT
MU B CYTKH
[{uknocniopus 1-2 <5 MI/KT B CYTKH
WNHuorna nocmne .
PazoBast mo3a 3 Mr/Kkr, 3aTeéM MOBTOPHO B TOM Ke J03€
Nudnukcumad MIEPBOTO
yepes 2 1 6 Hell, 3aTeM Kaxkble 8 Hell
BBECJICHUS
WNHuorna nocmne
Ananumymat TIEPBOTO 40 mMr oJIMH pa3 B 2 HEl, TOJKOKHO
BBEJICHUS
WNHuorna nocmne
Purykcumad nepBoro |2 u@y3uu no 1000 Mr ¢ npomexxyTkom 14 nHeit
BBEJICHUS

Y nanueHToB co CTOMKUAM U (W) 3pO3UBHBIM apTputoMm jeueHune BIIBIT nyx-

HO HAYMHATh KaK MOKHO PaHbIIe (B Mpenenax 3 Mec. OT MOMEHTA TOSBICHUS] CUMITTO-

MOB 00JIE3HH), TaKe €Ci OHU (hOpMaIbHO HE COOTBETCTBYIOT IMArHOCTUUECKUM KPH-

tepusim PA (HemuddepentmpoBannbiii aptput). Pannee nayasno nedenust BIIBII cro-

COOCTBYET YITYUIIIEHUIO COCTOSHUS MaleHTa M 3aMeUIieT MPOrPEecCUpOBaHHE Jie-

cTpykimu cyctaBoB. [lo3nnee HazHauenue BIIBII (uepe3 3-6 mec. ot Havasa 00Jie3HN)
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cHmKaeT A(PPEKTUBHOCT, MOHOTEpanuu. Yem OOJIbIIe UMTETLHOCTh OOJIE3HU, TeM
Hwke 3¢dexruBnocts BIIBIL. TIpu neauddepeHnmpoBaHHOM apTpuTe Ha3HAYECHHUE
METOTpEKCcaTa CHIKAET PUCK TpaHchopMalluy 3a00J1eBaHus B 10cToBepHbIN PA, oco-
OCHHO y MAIMEHTOB, B Ybei KpoBU 0OHapy-kuBatoT aHTU-L[L{IT anTHTENA.

Ha ¢one neyennst HeoOX0IUMO TIIATEIHHO OLIEHUBATH TWHAMUKY aKTHBHO-
ctu 3aboneBanus (uagekc DAS) He pexe ogHoro pasa B 3 mec. KoppekTHbIii mo/I-
6op BIIBII B 3aBHCHUMOCTH OT aKTUBHOCTH OOJI€3HM CYIIECTBEHHO IMOBBIIIACT (-
(eKTUBHOCTD JiIedUeHUs Tpu paHHeM PA.

[Tpuém BIIBII cnemyeT mpoaomkath Jaxke MpU CHIDKEHUH aKTUBHOCTH 3a00Jie-
BaHUS W JOCTWKEHUH PEMMCCHH, IMOCKOJIBKY OTMEHA IIperapara 4acTo MPUBOAWUT K
00OCTPEHHUIO U MPOTPECCUPOBAHUIO JIECTPYKTHBHBIX M3MEHEHUM B cycTtaBax. [Ipu go-
CTIDKECHHM PEMHUCCHM MOXHO CHM3WUTh 103y DBIIBII, ecim mpu sTomM He HacTymaer
o0ocTpeHue.

Hexoropsie nmodounsie 3¢gdextsl kak BIIBII, Tak u HIIBII noteHimansHo cmep-
TEJIBbHBI U TPEOYIOT HEMEIJICHHOW OTMEHBI JICKAPCTBEHHOTO CpecTBa (Tadm. 5).

Ta6mmma 5 - IlokazaHus 111 HEMEJICHHON OTMEHBI HECTEPOUIHBIX 1
0a3UCHBIX IMMPOTUBOBOCHAINTCIBHBIX IPCIIApaTOB
JlekapCTBEHHOE CPENCTBO,

Ocnoxxuenue
BBI3bIBAIOIIEE OCIOKHEHUE

YposeHs seiikonuTtos <4,0x10%1 Bce*

YposeHb Helitpoduion <2,0x10%/n Bce*

Yposenb TpoMOouToB <150x10%/1 Bee*

CuMnTomsl TKENONW MHOEKITUU BIIBII

[Tporennypus >1 [Ipemaparsl 30510Ta, NEHUIMIUIAMUH
I'ematypus >1 IIpenapatsl 30510Ta, IEHUIAIIAMUH

CHMIITOMBI aCENITHICCKOTO MCHIUHTHUTA
(muxopanka, 03HO0, TolIHOTa, pBoTa, koma- | HIIBIT u uaruburopsr LIOI'-2
TO3HOE COCTOSIHHE U JIP.)

Peakiuu rurepuyBCTBUTETLHOCTH: TIOPayKe-
HUS KOXKH, TeNaTUT, THEBMOHUT, arpanyio- | Bee*
ITUTO3, AIUTACTHYCCKAS AaHEMUSI

boiu B xkuBOTE, YEPHBIN CTYII HIIBII
JIBykpaTHOE U OoJiee yBeTMUEeHUE YPOBHS HIIBII, a3atuornpuH, IUKIOCIOPHH,
ney€HOYHbIX (hepMeHTOB 1 1D METOTPEKCAT, cylbdacanazut, JJehITyHOMUT

A3aTHONPHH, METOTPEKCAT, ICHUIMIUIAMHUH,
COJIM 30J10Ta, Cyabdacana3ziH
HeoOmbsicHMoe cHikeHue ypoBHs anbOymuHa | MetoTtpekcat, edayHoMu

BresarHoe nosiBiieHre Kaiuisi ¥ OAbIIIKA MeroTtpekcar

VYBennuenue kpeatunuHa Ha 30% u Oonee
[Huknocnopun, HIIBIT
OT UCXOJJHOTO YPOBHS

[ToBbIlIeHNE YPOBHS KaJus [{uknocnopun
3HayMTeNbHOE YBeIMYeHne ypoBHs munuaoB | Llukinocnopun
«Cynbdacana3rHOBbII» CUHIPOM: JINXOpaJIKa,
CbIlb, HApYIIEHHE (PYHKIINK TEYEHH

ChIIIb U S3BBI B ITOJIOCTH pTa

Cynbacanazun

e HIIBII, a3zaTuonpuH, UKIOCIOPHH, METOTPEKCaT, Cyibhacaaa3vH, aMu-
HOXHWHOJUHBI (THAPOKCUXIIOPOXUH, XJIOPOXHUH), JIe(IyHOMH I, TTpenaparsl 30J10Ta,
NEeHUIWIUIaMKUH, HHGIUKCUMAO, agaiumMymald, puTyKCcuMao.
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OcHOBHBIMM TIpenaparamu (IpenaparaMmu MEepBOTo psjaa) ais JedeHus PA
CUMTAIOT METOTpEKcat, JieIIyHOMUA, Cylib(acanazuH, THIPOKCUXIOPOXUH. [py-
rue BIIBII (a3zaTtuomnpuH, IUKIOCIOPUH, NEHUIIMIIAaMUH, UKI0hochamMua, XJjo-
paMOyIIHII) TIPUMEHSIOT PEJIKO, B TIEPBYIO Oouepeb M3-3a MOOOYHBIX 3PHEKTOB U
OTCYTCTBHSI JOCTOBEPHBIX JaHHBIX 00 MX BIMSHHUU HA MPOTPECCUPOBAHME TTOPAXKE-
HHS CyCTaBOB. [[0OTEHIMAIBHBIMU MOKA3aHUSMHU JJISI UX HA3HAYCHHSI CUUTAIOT He-
s dextuBHOCTH ApyrEux BIIBII umu npoTuBomokasaHus K UX Ha3HAYEHUIO.

Ha s>ddextuBnocts 1 TokcuunocTth BIIBII Moryt BnusTh apyrue jnexkap-
CTBEHHBIE CPEJCTBA. DTH B3aUMOJICUCTBUA CIEAYET IPUHUMATh BO BHUMAHHE MPU
POBEJECHUH JICUEHUS.

KenmmuaMm neropogHoro Bo3pacrta, npuHumarommm BIIBII, Heobxomumo
WCIIOJIb30BaTh CPEACTBA KOHTpALENIMU W THIATEIbHO IJIAHUPOBATH OepeMeH-
HOCTb, ITOCKOJIbKY 3TH IIpPenapathl CIEAYEeT IPUMEHATh C 0COO0H OCTOPOKHOCTHIO
BO BpeMsi OEpEMEHHOCTH U JIAKTaI1H.

KomoOunuposanunoe jieuenue bIIBIT

[IpUMEHSIOT TpU OCHOBHBIE CXEMBbI JICUCHUSI.

* MoHoTepanus ¢ NOCIeIyIONMM Ha3HAYEHNUEM €IIE OJJHOTO MM HECKOIBKUX
BIIBII (B TeueHue 8-12 Her.) Ipy COXpaHEHUH aKTHBHOCTH Iporiecca (Step-up).

» KomOununpoBaHnHas Tepamnusi ¢ MOCIEAYIOIIMM TEPEBOJIOM Ha MOHOTEpa-
nuro (yepes 3-12 Mec.) mpu MoIaBJICHUN aKTUBHOCTH Tpoiiecca (Step-down).

» KomOnHMpoBaHHas Tepanusi B TEYEHUE BCErO Meproia OOJIE3HH.

OCHOBHBIM TIpenapaToM Mpu MPOBEAECHUA KOMOUHUPOBAHHOM Teparuu CUu-
TalOT METOTPEKCAT.

Bbuojsiornueckue npenaparbl

Hecmotps Ha TO, uTO seyenue cranpaptHbiMu BIIBII B makcumanbHo 3¢¢ek-
TUBHBIX M TIEPEHOCUMBIX JI03aX HAYMHAs C CAMOT'0 PaHHEro rnepuoja 0oJie3HH MO3BO-
JSIET YIIYUIIUTh HEMOCPEACTBEHHBIN (KYITMPOBAaHUE CUMIITOMOB) U OTJIAIIEHHBIHN (CHU-
YKEHHE PUCKa MHBAJIMIHOCTU) MIPOTHO3 Y MHOTUX TMAI[UEHTOB, pe3yJIbTaThl ieueHust PA
B LIEJIOM HEyAoBJIeTBOpUTENbHBL. Jleuenue cranmaptasiMu BIIBIT umeer onpenenén-
HbIE OTpaHUYEHHUS U HEJAOCTaTKU. K HUM OTHOCST TPYJHOCTU MPOTHO3UPOBAHUS A(-
(dextuBHOCTH M ToKcYHOCTU BIIBII, penkocts moctmxeHus: peMuccuu 3a00JeBaHus
(axxe mpy paHHEM Ha3HAYEHUH JICUEHHUSI), pa3BUTHE 000CTPEHUS TOCIIE PEKPALICHHUS
npuéma nekapcTBeHHbIX cpenactB. Ha done neuenust BIIBIT nmectpykumst cycraBoB
MOYET MPOTPECCUPOBATH, HECMOTPS HA CHIDKEHUE BOCTIAIMTENILHON aKTUBHOCTH 3a00-
JIEBAHUS U JaXKe pa3BUTHE PEMUCCUU. DT MPENapaThl YaCTO BbI3bIBAIOT MOOOUHBIE pe-
aKlU{, OrPAHWYMBAIOIIAE BO3MOXHOCTH IPUMEHEHMS JIaHHBIX JICKAPCTBEHHBIX
CPEJICTB B J103aX, HEOOXOAUMBIX IS JOCTHKEHHUSI CTOMKOTO KIIMHUYECKOTO A deKTa.

DTO cepbhE3HBIM CTUMYI JJIs COBEPIIEHCTBOBAHUS MOAXOJ0B K (papmakoTe-
parmuu PA. HoBble MeTOJbI NOMKHBI ObITh OCHOBAaHBI Ha 3HAHUSX O (yHIAMEH-
TaJbHBIX MEXaHHW3Max Pa3BUTUSA PEBMATOUIHOTO BOCHAJIECHUS U HA COBPEMEHHBIX
MEIUIIMHCKUX TexHoJIoTHsaX. Hanbonee CyIecTBEeHHBIM TOCTHKEHUEM pPEeBMAaToO-
JIOTHM TIOCIIEAHETO NECATWIETHS] CUUTAIOT BHEIPEHHUE B KIMHUYECKYIO MPAKTUKY
IPYIIbI IpenapaToB, 00beIMHEHHBIX OOIIUM TEPMUHOM — OMOJIOTMYECKUE areHThI
(«biologiesy), nim, 6oaee ToUHO, OMOTOTHYECKHE MOAU(DUKATOPHI HMMYHHOT'O OT-
Beta. B otimmume ot tpaguunonHeix BIIBII u 'K, mms koTopeix xapakTepHbl He-
crienuduyecKre MPOTUBOBOCIAIUTENIbHBIC U (MJIM) UMMYHOCYIIpecCUBHBIC dh(Pek-
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Thl, OMOJIOTMUECKUE areHThl OKa3bIBAIOT 00Jiee CEJIEKTUBHOE ACHCTBHE HA T'yMO-
pabHBIE U KJIIETOYHBIE KOMITIOHEHTHI BOCIIAJIUTEIBHOIO KaCKaa.

B nacrosiiee Bpemst B Poccuu ycnenHo npuMeHsitoT 3 3aperucTpupoOBaHHBIX
npernapara, NpUHAAJISKAIUX K KJaccy OMOJOTHYECKUX areHTOB. DTO MHTHOUTOPHI
®HO-a (undaukcumad, aganumymad) U UHTUOUTOpP aKTUBALMU B-KiIeTok (pUTyK-
cuMal). /[ HuX XapakTepHbI Bce MOJIe3HbIe cBoicTBa, npucyiue BIIBIT (monas-
JICHUE BOCHAIUTEIHHOW aKTUBHOCTH, TOPMOKEHHUE JIECTPYKIIUU CYCTaBOB, BO3MOXK-
HO€ HHIYLHUPOBAHHE PEMHUCCHH), HO 3(D(PEKT, Kak MpaBHIIO, HACTYMAET Tropas3io
osicTpee (B mpenenax 4 Heal., a UHOTIa Cpasy mociie HHQY3UH) U 3HAYUTEIILHO OoJiee
BBIPXKEH, B TOM YMCJI€ B OTHOLIEHUH TOPMOKEHUS IECTPYKIIMU CYyCTaBOB.

OCHOBHBIMH TIOKa3aHUSMU 1 Ha3HaueHus: uHruoutopoB ®HO-a (undauk-
cuMaba U agamMyMada) cUuTaroT HedP(HEKTUBHOCTh (COXpaHEHUE BOCIIATUTEb-
HOM aKTMBHOCTH) WJIM HEMIEPEHOCUMOCTh METOTpEKcaTa (a Takxke jgedaIyHoMuIa) B
MaKCUMaJIbHO 3¢ (EeKTUBHON U TepeHocuMoi no3e. EcTh nanHbIe, TpeOytouue,
OJIHAKO, JaJbHEUIIEr0 MOATBEPXKACHUSA, 00 3()(PEeKTUBHOCTH KOMOWHUPOBAHHOM
Tepanuu UHQPIUKCHMAaOOM M JIe)IYHOMUAOM y HAIMEHTOB MPH HEIOCTAaTOYHOU
s dexTuBHOCTH MOHOTepanuu JeduayHomuaoM. Creayer oco00 MOAYEPKHYTH,
YTO, HECMOTPS Ha TO, YTO KOMOMHUPOBAHHAS TEpaIusi METOTPEKCATOM M MHTHOU-
topamu ®HO-a BeicokodPdexTuBHa (10 cpaBHEHUIO cO cTaHmapTHeiMU BIIBII),
6osiee 30% manKMEHTOB JAAHHBIN BUJ JICUCHHS] HE TIOMOraeT, U Tojibko B 50% ciy-
4aeB MOXHO JIOCTUTHYTh MOJHOW WJIM YacTUYHOU pemuccuu. Kpome Toro, mocie
3aBepIIEHUs Kypca y manueHTtoB ¢ PA, kak mpaBuiio, HaOJIOal0T OOOCTpPEHHUE.
Bc€ 310 BMecTe B3sITOE, @ TakKe TOT (PaKT, 4To npuMeHeHne naruoutopoB ®HO-a
MOXET CITOCOOCTBOBATh PA3BUTHUIO TKENBIX MOOOYHBIX A((PEKTOB (IIpUCOEUHE-
HUE TyOepKyJ€3a, ONMOPTYHUCTUUECKUX MH(MEKIUN U Ipyrux 3a00JIeBaHMil), MO-
CILYKWJIM OCHOBaHUEM JIsl IPUMEHEHHS pUTyKcumaoa i neuenus PA.

Jleuenue B onpeAes€HHON CTENEHU 3aBUCHUT U OT JUIMTEIIBHOCTH, U OT CTAIUH
PA, xoT4 1ienmu 1 0011ue NPUHIIMIIBI TEPAITUU HE UMEIOT CYILIECTBEHHBIX PA3ITMYHA.

Ha panneii craguu 3a0oneBanus (mepBbie 3-6 MeC. OT TOSBICHHUSI CUMIITOMOB
apTpuTa) He OOHAPY>KMBAIOT APO3Ui B cycTaBax (y OOJBIIMHCTBA MAIIMEHTOB), TPU
ATOM BBICOKA BEPOSTHOCTh Pa3BUTHS KIMHUYECKOM peMuccuu. Hepeako y mauyueHToB
HE BBIBIISIOT JIOCTaTOYHOrO KoiuyecTBa kputepueB PA, u 3aboneBaHue kinaccugu-
UPYIOT Kak HenuddepeHmpoBanHelii apTput. Heo0xoauMo noguepKkHyTh, 4TO Y
3a007eBIIMX ¢ HenudpepeHIIMPOBAHHBIM apTPUTOM HAOMIO/IAt0T BBICOKYIO YacCTOTY
(13-55 %) pa3BUTHS CIIOHTAHHBIX PEMHCCHI (MCUE3HOBEHHE CHMIITOMOB Oe3 Jicue-
Hus). 1Ipy 3TOM pa3BUTHE CIIOHTAHHON PEMHUCCHHU CBSI3bIBAIOT C OTCYTCTBHEM AHTH-
LILIT anTuTen. B To ske BpeMsi y OOJIBHBIX C IOCTOBEPHBIM paHHUM PA crioHTaHHBIE
pemuccuun HaOmoaaoT penko (B 10% ciayyaeB), pu 3TOM y JaHHOM IpyMIbI MAalMEH-
TOB Takxe He oOHapyxkuBatoT aHTu-LILIIT antuTen. Kak yxxe ormedanock, Ha3Haye-
Hue MeToTpekcara manueHTam ¢ anTu-L{II1-no3utuBHpIM HEenuddepeHMpoBaHHBIM
apTPUTOM CYIIECTBEHHO CHMXAET PUCK €ro TpaHchopManuu B J0CTOBEpHBIA PA.
EcTb cBEAEHMS O TOM, YTO Y TAIMEHTOB C paHHUM PA Npu BBISIBJICHHH MapKEPOB HE-
OJIarOIPHUATHOTO MPOTHO3a JICUCHUE 1IeJICCO00Pa3HO HAYMHATh C Ha3HAYCHUS KOMOH-
HUPOBAHHOM Teparmy METOTPEKCATOM M HHPIUKCUMAOOM.

OcCHOBHBIMY TIpeTNIapaTaMu JJis1 JiedeHus1 CUHIpoma DenTu CUnTaroT NapeHTepalib-
HBIE COJIM 30J10Ta, TIpH HEA(PPEKTUBHOCTH — MeTOTpeKcaT (Jie TyHOMU/T Y LIMKJIOCTIOPHH).
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XOTsl CIUIEH?KTOMUSI MPUBOJUT K OBICTPOM (B TE€UEHHE HECKOJIBKHX YacoB)
KOPPEKLUMHU TeMaTOJIOTMYECKUX HAPYLIEHHI, B HACTOSILEE BpeMsl €€ PEeKOMEHAYIOT
MPOBOJIUTH TOJIBKO y MallMEHTOB, PE3UCTEHTHBIX K CTAaHAAPTHOM Teparnuu. ITo CBs3a-
HO C T€M, YTO y YETBEPTH OOJIbHBIX HAOMIOIAIOT PELIUIUBUPOBAHUE TPAHYIIOIUTOIIE-
HUH, a 'y 26-60 % manueHToB — peuuAMBUPOBaHNE HH(PEKIIMOHHBIX OCTIOKHEHUH.

Jleuenue anemuii

Tun anemun

MakpornuTtapHas — BuTamuH Bio u dhonueBast kucioTa.

XKenezonedunutHas — mpemnapaTsl xKelesa.

I'emomutuueckas — 'K (mo 60 mr/cyT), npu Hed)PEKTUBHOCTH B TEUCHHUE
2 Hen. — azatuonpuH mo 50-150 mr/cyT.

AHeMHsI XpOHMUYECKOr0 BOCIalieHUs1 — 00Jiee MHTEHCUBHO MPOBOUTH JieUue-
uue BIIBII, nasnauuts 'K (1o 0,5-1,0 Mr/kr B cyT), npu Hedh(HEKTUBHOCTH — 3I10-
9THH 0eTa (APUTPOIIOITUH™).

[IpoBouTh TeMOTpaHChy3UI0 HE PEKOMEHAYIOT 32 UCKIIIOUEHHUEM CIy4yacB
OUYeHb TSHKENTON aHEeMHHU, aCCOLIMMPOBAHHOMN C KapIMOBACKYJSPHBIM PUCKOM. D-
(PeKTUBHOCTH 3MOATHHA OeTa (3puTponodTuHa*) He noka3zaHa. Ero pexkomMeHnyroT
MPUMEHSTH TOJIBKO MEpe]] XUPYPTrUUECKUMHU OnepausaMu (Ipu HEOOXOAUMOCTH).

Jleuenue ammionno3a. Ecte nanHbie 00 onpeAe€éHHON KIMHUYECKON 3(-
dexruBHOCTH NUKIODOochamuaa, xiopamoyiuia, 'K u ocobenno nndamkcumada.

Jleyenne uH@peKUMOHHBIX ocjaoxkHeHMil. [l PA xapaktepHo yBennueHne
pHCcKa pa3BUTUS HH(EKIIMOHHBIX OCJIOKHEHHUH C JIOKAIM3ALMEN B KOCTSIX, CyCTaBax, Jbl-
XaTeJIbHOM CUCTEME U MATKUX TKaHsIX. KpoMe Toro, MHOrue nperaparsl, IPUMEHSEMBIE
muist nedenust 3adonesanusi (HIIBII, BIIBIT u oco6enno I'K), MoryT yBenm4uBaTh puck
pa3BUTHSI UH(MEKIIMOHHBIX OCJIOXKHEHUH. DTO JUKTYET HEOOXOJUMOCTh TIIATEILHOIO
MOHHUTOPHUHTA ¥ aKTUBHOTO PAHHETO JICYEHHS MH(DEKIIMOHHBIX OCJIOKHEHH.

dakropamu pucka pa3Butus uHbekiuii npu PA cunrtaror:

- OXKUJION BO3PACT;

- BHECYCTaBHbIE MTPOSIBICHMUS;

- JICUKOIICHUIO;

- KOMOpOUIHbIC 3a00I€BaHMs, BKIIIOYAsT XPOHUUECKUE 3a00JICBaHUS JIETKUX
Y caxapHbIi 1ualer;

- meuenune ['K.

[TanmenTel ¢ PA o4eHb MOABEPKEHBI PA3BUTHIO CENTHYECKOro aprpura. K
OCOOEHHOCTSIM CEeNTHYECKOT0 apTpHUTa MPU PEBMATOUTHOM MOKHO OTHECTH MOpa-
KEHUE HECKOJIBKUX CYCTaBOB U aTUIIMYHOE TeUeHUE y 00NbHBIX, nomydaromux ['K.

Jleyenne kapAuOBACKYJISIPHBIX OCJI0KHeHMi. Y narueHToB ¢ PA (Bkito-
yasi HeaudPepeHIIMPOBAHHBIN apTPUT) BHIIIE PUCK PA3BUTHS KapIMOBACKYIISPHBIX
3aboneBanuii (octporo UM, mHCynbTa), MOATOMY OHU JOJKHBI MPOUTH 00CEI0-
BaHUE JJI OLICHKU PUCKA BOBHUKHOBEHUS JAHHOUW MATOJOTHUU.

Jleuenne ocreomopo3a. Octeonopo3 — yactoe ocioxknenue PA. Ocrteomno-
PO3 MOKET OBITh CBS3aH KaK C BOCMAJUTEIbHON aKTUBHOCTBIO camMoro 3aboJjeBa-
HUS ¥ HapylleHueM (U3MYecKOil aKTUBHOCTHU, TaK U C JICYEHHEM, B NIEPBYIO OUe-
peas I'K. IIpoduiiaktuky octeonopos3a He0OX0AUMO MPOBOJIUTH Y CIEAYIOIIUX Ka-
TErOpUH MAIUEHTOB:

- nosyvyaromux ['K;
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- C HETpPaBMAaTUYECKUMHU MepeoMaMH KOCTEH CKeJeTa B aHaMHE3E;

- ctapiie 65 Jer.

VY nanueHToB, UMEIONIMX (DAKTOpPHI pUcKa Pa3BUTHS OCTEONOPO3a U TOJY-
yarouux 'K, exerogno Heo6xoaumo npoBoauTh onpeaenenne MITK.

OCHOBHBIMU TIpemnapaTamu Jjisi POGUIAKTUKY U JICYEHHUS] OCTEONOpo3a, B TOM
Yucile TIIIOKOKOPTUKOUIHOrO, cuMtatoT Ouchochonarel. [Ipu HemepeHOCMMOCTH
onchochoHaToB MOXKHO TMPUMEHSTHh CTpoHIMs panenar. Kameiuronun (mo 200
ME/cyT.) nokazaH MpH BBIPAKEHHBIX OOJISIX, CB3aHHBIX C KOMIIPECCHOHHBIMU Tiepe-
JIOMaMH TIO3BOHKOB. BceM marreHTaM HazHayaroT KOMOMHUPOBAHHYIO TEparuio mpe-
napatamMu Kanbist (o 1,5 mr/cyrt.) n xonekanbidepona (ButamuHa J[*) (mo 800
ME/cyr.).

Xupypruueckoe Jie4eHue

XUpypruyeckoe JeYeHUE CUYUTAIOT OCHOBHBIM METOJAOM KOPPEKIUU (PyHK-
LMOHAIBHBIX HAPYIICHUA Ha MO3JaHEeN craguu Oosne3Hu. [IpuMeHeHne Ha paHHEH
craauu PA B mojaBmstonieM OOJBIIMHCTBE CIIy4yaeB HELEIeco00pa3Ho BBUAY ILIHU-
POKHMX BO3MOXKHOCTEH JIEKapCTBEHHOHM Tepanuu. B pasBepHyTo# ctaauu 0oJjie3HU
HEO0OXOIUMOCTh TPUMEHEHUSI XUPYPTUUECKOTO JICUCHHUS OINPEACTSIOT HHIUBUITY-
aJIbHO TIPY YCTAHOBJICHUU TTOKa3aHUH.

[TokazaHus K onepaiuu.

» CaBieHle HepBa BCIIE/ICTBUE CUHOBUTA WJIM TEHOCHHOBUTA.

* YIpoKaromuii WIA COBEPIINBIINICS Pa3pbIB CYXOKHJINS.

* ATIaHTO-aKCUAJbHBIA TMOABBIBUX, COMPOBOXIAIOUIUNCSA TMOSBICHUEM
HEBPOJIOTMUECKOW CUMIITOMATHKH.

 Jlepopmaruu, 3aTpyaHSIONIME BBIOJHEHNUE MPOCTEHUIINX MOBCEIHEBHBIX
JICUCTBUH.

* Tsoxénple aHKUIIO3bI WM TUCITOKAIIMY HUKHEH YEIIOCTH.

* Bo3HMKHOBEHHE OYpCUTOB, HApYIIAIOMIUX PAOOTOCIIOCOOHOCTh MAIlUCHTA,
a TaKke PeBMATHYECKHUX Y3€JIKOB, UMEIOUINX TEHACHIINIO K U3bSI3BICHUIO.

Tabnwmma 6 - PekoMeHIaIIuu 110 UCTI0Jb30BAaHUIO JICKAPCTBEHHBIX MPEIapaToB
IIpY [IAHUPOBAHUH XUPYPIHUECKOTO JIEYEHUS

JlekapcTBeHHOE
CpeACTBO
Anernncamuuuno- |OtmeHuTs 3a 7-10 cyT. 10 onepanuy u3-3a pUcKa BO3HUKHOBEHUS
Bas KMCJIOTA KPOBOTEUYECHU N
HecenextuBHbie OtMmenuts 3a 1-4 cyr. (B 3aBUcuMOcTU OT T17 mpemapara) u3-3a

PexomMengannn

HIIBII pUCKa BOBHUKHOBEHHUSI KPOBOTEUCHUM
CenexTuBHbIE MOoOXHO HE OTMEHATH (PUCK BOSHHUKHOBEHUS KPOBOTEUEHUS OTCYT-
HIIBII CTBYET)

OTMedaroT pUCK pa3BUTHUS HEJOCTAaTOYHOCTH HaANO4YeyHHUKOB. «He-
OoJbIIash) XUPypruveckas oneparus: 25 Mr ruiipOKOPTU30HA WK S5 MT'
METWINPEHU30JI0HA BHYTPUBEHHO B JIeHb onepanuu. «CpemHsisny Xu-
pypruueckas onepauus: 50-75 mr ruapoxkoptrzona wi 10-15 mr me-
'K THJITPEHN30I0Ha BHYTPHBEHHO B JICHb OIEPalliH, 3aTeM OBICTpasi OT-
MeHa B TeueHue 1-2 jHei 10 oOblYHOM J103bl. «bombiasy Xupypruye-
ckast omnepauust: 100-150 mr rungpoxopruzona wim 20-30 Mr me-
THJITPEJHU30JI0Ha BHYTPUBEHHO B JE€Hb NPOLEIYpHI, 3aTeM ObICTpast
OoTMeHa B TedeHue 1-2 gHei 10 oObIYHOM 103bl. KpuTnueckoe cocTos-
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HUe: 50 MI TUIPOKOPTU30HA BHYTPUBEHHO KaKIbIE 6 U.

OTMEHUTH y NAlMEHTOB MOXKUJIOTO BO3pacTa, OOJBHBIX C MOYEUHOM
HEJ0CTaTOYHOCTBIO, HEKOHTPOJIMPYEMBIM CaXapHbBIM JUA0ETOM,
MertoTpekcar TSDKEJIBIM MTOpaKeHUEM Me4eHH U JIErKuX, npuHuMatonmm ['K B go-
3e 6onee 10 Mr/cyr., mocie onepauuu MNPOJOJKUTh MPUEM B IIPEK-
Hel J103¢ yepe3 2 Hel. B ocTanbHbIX cilydasx IPOJIOJIKUTh IPUEM
OTMeHuTh 3a 2 HeJ. A0 Olepaluy, BO30OHOBUTh HPUEM uepes3
3 cyT. mociie onepanuu

Cynbacanasua u  |OTMeHUTHh 3a 1 CyT. 10 omepaiuu, BO300OHOBUTH NPUEM dYepes
a3aTHONPHH 3 cyT. mocine onepanyu

JledpmyHOMUA

Duppokexiop- |y 1o He oTMensTS
OXUH
Nurubéurtopst OtMenuts 3a 1 Hen. 10 omepalud U BO30OHOBUTH MPUEM yepes
DHO-a 1-2 Hen. mocne onepanuu

Her nannbix. C yuéroM prcka pa3Butus HH(EKIMi Ha GpoHe armMorie
Purykcumatd HHUU BOTIPOC O BOBMOXKHOCTH COYETAHUs MpHEMA TperapaTa u Xupypru

YECKOr'0 JICUCHHUsI HEOOXOIMMO PeIliaTh Ha MH/IMBH/IYaIbHOH OCHOBE

OTHOCHTEIbHBIE TTOKA3aHUsI K OTIEpallUu.

* Pe3ucTeHTHBIE K JIEKAPCTBEHHON TE€panmuy CUHOBUTHI, TECHOCUHOBUTHI WU
OypCUTHI.

* BolpaskxeHHbIe 001U B CyCTaBax.

* 3HAYNTENIBHOE OIPAHNYECHUE JBUKCHHUM B CyCTaBe.

* Tsoxénas gepopMaliysi CycTaBOB.

OHIONPOTE3UPOBAHNE — OCHOBHOM METOJ JIEUEHUs Ipu jAedopMalusix Ta3o-
OEPEHHOI0 U KOJIEHHOT'O CYCTaBOB, & TAKXKE CYCTaBOB MayblLEB KUCTH. [Ipumenstor
TaKXe CHHOB3KTOMMUIO (B MOCIEIHEE BPEMS MTPOBOAAT MPEUMYIIECTBEHHO B MEJIKUX
CyCTaBaX) U TEHOCMHOBIKTOMMIO. APTPOCKONMYECKAs] CUHOBIKTOMHUS IOJIy4aeT BCE
Oosiblliee paclpoOCTpaHEHUE, OJTHAKO €€ OTNAJIEHHBIE PE3yJIbTAaThl €€ HE M3YUEHBI.
BBINOMHSAIOT pe3eKunu KOCTEH, apTpOoIIacTUKY (MIPUMEHSIOT B OCHOBHOM Ha CycCTa-
Bax cTom). ApTpojie3 MOXKET ObITh METOJOM BhIOOpaA MPH THKENON AepopMaluu ro-
JIEHOCTOIIHOTO, ITFOCHE(AIaHTOBOrO | 1 JTy4e3arsiCTHOro CyCTaBOB.

IIpumepHbIe CPOKH HETPYAOCTIOCOOHOCTH

BpemenHas HeTpyn0cnocoOHOCTh MOXKET HacTynath npu PA ¢ yMepeHHOH U
BBICOKOM aKTUBHOCTBIO M COXPAHSTHCS HA MEPHUOJ PA3BUTHS KIIMHUYECKOTO 3(dekra
OT MEIMKaMEHTO3HOro JieueHus. [laleHThl TepsoT TPY10CIIOCOOHOCTh M BBIXOAST
Ha MHBAJIMAHOCTb M3-3a HAPYLIEHHs (PYHKUMN CyCTaBOB B TEUEHHE MEPBBIX 5 JEeT 00-
ne3nu B 50% ciyuaes. [Ipu amutensHOCTH O0Jie3HM Oosee 15 net nHBanuaamMu rpymmn
| u Il mpuznator 80% mnarmentoB. Pannee aktuBHOe jeueHne PA, Bkitouaroriee mpu-
MEHEHHE OMOJIOTMYECKUX areHTOB, IMO3BOJISIET CYILIECTBEHHO COKPAaTHTh CPOKU Bpe-
MEHHOW HETPYA0CNOCOOHOCTH M KOJIMYECTBO MHBAJIMAN3UPOBAHHBIX MAIIUEHTOB.

MMPOT'HO3

B koHne XX B. B CpelHEM OKOJIO MOJIOBUHBI MALIMEHTOB TEPSIN TPYIOCIO-
coOHOCTh B TeueHue nepsbix 10 ser, k 15-my roxy 6onesnu npumepHo 80% naru-
€HTOB CTaHOBWIMCh WHBamupamu rpynn | u Il. YV OonbHbix PA Habmonmamu
YMEHbIIIEHNE MPOJO0KUTEIBHOCTH KU3HU IO CPABHEHUIO C OOLIeH MOmyJsiueit
Ha 5-10 net. CampiMu pacipOCTPAaHEHHBIMUA TPUUMHAMHA CMEPTH OBLIN
KapMOBaCKyJISIpHbIE 3a00J1eBaHus (MHCYIbT, OCcTpblid IM), BO3HUKHOBEHUE KOTO-
PBIX CBSI3BIBAIOT C MHTEHCHUBHBIM PAa3BUTHEM aTEPOCKIEPO3a M CKIOHHOCTBHIO K
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TpoMOO3aM BCJIEICTBUE XPOHUYECKOTO MMMYHHOTO BocmaneHus. Hepenko naoito-
JAJIH JIETAIbHBIE UCXO/BI MO MPUYMHE BTOPUYHOTO aMHJIOM103a, COMYTCTBYIOIIHNX
uHpeKuni (MTHEBMOHUHU, HATHOCHUS MSTKUX TKaHEH U 1Ip.).

CoBpeMEHHOE aKTHBHOE JIEUEHUE, OCOOCHHO Ha paHHeW cTanuu PA, no3Bo-
JSET CYILIECTBEHHO YJYYIIUTh PE3YyJbTaThl IO COXPAHEHHUIO TPYIOCIHOCOOHOCTH,
nocTrub KiIMHUYeCKor pemuccuu y 40-50 % marmeHTOB, JOBECTH OXKHIAEMYIO
IPOJOJDKUTEIBHOCTD KU3HU 10 TOITYJISIUUOHHOTO YPOBHSI.

Nudpopmanus s nanuenra. PA — ayroummynnoe P3. [Ins Hero xapak-
TEPHO Pa3BUTHE HPO3UBHOIO aPTPUTA U CUCTEMHOE IMOPAKEHUE BHYTPEHHUX Opra-
HOB. Cumnrtombl PA 00BIYHO OBIBAlOT CTOWKMMHU M B OTCYTCTBHE JICUCHUS
HEYKJIOHHO IIPOIPECCUPYIOT.

MenrkaMeHTO3HYI0 TEPANMI0 CUUTAOT OCHOBHBIM METOAOM JedeHus PA.
DTO €IMHCTBEHHBIN CIIOCO0, MO3BOJISIIOIIUI 3aTOPMO3UTh PA3BUTUE BOCHAIUTEIIb-
HOTO IIpoliecca U COXPAHUTH MTOABMKHOCTD B CyCTaBax. J[pyrue MeTopl JeUeHUS:
¢uznotepanus, nuera, JIOK nMer0oT BCloMOrareabHOE 3HAUYEHUE M HE CIIOCOOHBI
OKa3aTh CYIIECTBEHHOE BIMSIHUE HA T€YEHUE OOJIC3HH.

B ocHoge neuenus PA nexut npumenenue BIIBII. K Hum oTHOCAT 60mb1110€
YHCIIO Pa3HOOOPA3HBIX M0 XMMHUYECKOH CTPYKType U (PapMakoIOrHUYeCKUM CBOM-
CTBaM JIEKapCTBEHHBIX CPEACTB, TAKMX KaK METOTpeKcat, JeIyHOMU]I, Cybdaca-
JIa3uH U T.0. UX 00bequHsIeT CIOCOOHOCTH B OOJIBIIEH WUJIM MEHBIIIEH CTEIEHU U 3a
CU€T PA3IUYHBIX MEXAaHU3MOB MOJABJIATh BOCHAJICHHE U (MJIM) MATOJOTUYECKYIO
aKTHBAIMI0O UMMYHHOU cucteMmbl. HoBbIM MeTonioM neuenus PA cunraror npume-
HEHHUE TaK HAa3bIBAEMBIX OMOJIOTHYECKUX areHTOB. buojornyeckue areHTsl (He Iy-
TaTh ¢ OMOJOTMYECKH aKTUBHBIMH J00aBKamu!) — 3To OEJIKOBBIE MOJIEKYJIbI, U30U-
paTenbHO BO3JEHCTBYIOIINE HA OTACIIbHBIC BEUIECTBA WK T'PYIIBI KJIETOK, y4acT-
BYIOIIME B MpoIecce XpoHudeckoro BocnajieHus. K Ononoruueckum npenaparam
OTHOCAT UH(DIMKCUMA0, pUTYKCUMa0, aanumMymao.

Jleuenne PA 00BIMHO HAYMHAIOT C HA3HAYCHUS METOTpeKcara WUiu Jediy-
HOMHIa. buonornyeckue areHtsl (MHQIMKCUMAO, aganumMymad U puTykcumao),
KaK MpaBujIo, TOOABISIOT K 3TUM MpernapaTaM MpU HEAOCTATOYHOU 3(PPEeKTUBHO-
CTH MOHOTepanuu. beicTphlil mpoTUBOBOCTANUTENbHBIN 3 ekt MoryT naBars I'K.
HIIBII npencraBnsitor co00il BaKHBIN KOMIIOHEHT JiedueHus: PA, MOCKOIbKY MOTYT
YMEHBIIUTH 0O0JIb U CKOBAHHOCTh B cycTaBax. Hambosee yacTo mpuMEHSIOT TUK-
JoQeHak, HUIMECYJIH]I, MEJIOKCUKAM, KETOMPO(EH, LIEJIEKOKCHO.

MenukamenTo3HOe JledueHrne PA MOXKET 1aBaTh OYEHb XOPOIIME PE3YJIBTATHL,
HO TpeOyeT TIATEeLHOro KOHTPOJs. KOHTponb MOMKEeH MpOBOIUTH KBATU(PHUIIMPO-
BaHHBIM CHEIMATUCT-PEBMATOJIOT U caM NanueHT. [lanuenty Heo6xoauMo nocenath
Bpaya He pexe yeM 1 pa3 B 3 mec. B Havase JieueHus. [lomnmo ocMoTpa, Ha3HAYaIOT
aHaJIM3bl KPOBH, €KETOHO MPOBOIAT PEHTTEHOJIOIMYECKOE UCCIIEOBAHUE CYCTABOB
JUISL OLICHKH TeueHUsl 3a0oeBanusi. CrenyeTr MOMHUTh 00 OrpaHUYEHUSX, CBSI3aHHbBIX
c neyenueM. Ha ¢one Tepanuu meToTpekcatoM U Jie(hIyHOMHUIOM HE PEKOMEHIYIOT
mpuéMm ankorouis. LlenecooOpa3Ho n3derarb KOHTAKTOB ¢ MH(PEKITMOHHBIMH OOJIbHBI-
Mmu. [IpriMeHeHne OONBIIMHCTBA MPOTUBOBOCTIAIUTENBHBIX CPEACTB TPEeOyeT mpeao-
XpaHeHus 0T bepeMeHHOCTH (OHa BO3MOKHA TIOCJIE OTMEHBI JICUEHUS).
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PA3JIEJT 1. CHCTEMHAS CKIIEPOAEPMUSA

2.1. KTACCUOUKALINA

CuctemHas CKJIEpoAepMHUsl — ayTOUMMYHHOE 3a00JIeBaHHE COEIMHUTETHLHON
TKAHHU C XapaKTEPHBIM MMOPAKEHUEM KOXKHU, COCYJIOB, OIIOPHO-ABUTATEIBLHOIO aIla-
paTa u BHYTPEHHUX OpraHoB (JIETKue, Cep/ile, MUIIeBapUTEIbHBIA TPAKT, TOYKH), B
OCHOBE KOTOPOTO JISKAT HAPYIICHUS] MUKPOLUMPKYJISAILMU, BOCTIAJICHUE U TeHepaIu-
30BaHHbIN (uOpo3. CCJl oTHOCAT K rpymIme CKIEpOoAepMUUECKUX Oose3Hen, KOTO-
pas Takke BKIIOYA€T OrPAaHMYEHHYIO (04aroByIO) CKIEpoAepMHIO, AU(Py3HBIi
203uHOGUIIBHBIN (pactuT, ckiaepenemy byiike, MynbTrdOKaIbHBIN (rOpPO3, UHIY-
IUPOBaHHbBIE (POPMBI CKIICPOJCPMUH U TICEBIOCKIEPOJCPMUIECKIE CHHIPOMBI.

KO/l [1O MKB-10

M34 Cuctemusbiii ckiiepos. M34.0 IIporpeccupytommuii CHCTEMHBIN CKJIEPO3.
M34.1 Cuagpom CREST (cMm. HUXKE).

M34.2 CucteMHbIi CKIEPO3, BBI3BAHHBIN JIEKAPCTBEHHBIMU CPEACTBAMHU U
XUMHUYECKUMHU coenuHeHussMu. M34.8 Jlpyrue (opmbl CHUCTEMHOIO CKJIEPO3a.
M34.9 CucreMHBIN CKIEPO3 HEYTOUHEHHBIM.

SIIMIAEMUNOJIOT A

Cnyuan CCJ] perucTpupyroT BO BCEX PETMOHAX MHpPA, OJHAKO pacIpocTpa-
HEHHOCTH 3a00JI€BaHUs B PA3JIMYHBIX reorpauueckux 30HaX U STHUYECKUX TPYII-
nax HeoauHakoBa. IlepBuuHasi 3aboneBaeMoCTh Kosebsercs ot 3,7 mo 20,0 Ha 1
MJIH HaceJieHus B rol. PactpocTtpan€éHHOCTh B cpenHeM coctapiser 240-290 na 1
MJIH HaceneHus; HanOounbiag yactora CCJ (B 20 pa3 Belle, 4eM B MOMYJISILUU B
11eJI0M) BhIsiBiIeHa B ieMenn Choctaw (Oxmaxoma). JIuia HerpouiHOM pachkl O-
BEpKEHBI 3a00JIeBaHNIO OoJiblIe, YeM mpenacraButenu esporneonnnoil. CCJl mopa-
’KaeT B OCHOBHOM KEHIIUH (COOTHOILIEHUE KEHILUH U MY>XuuH — 7:1). 3a00sieBaoT
npeumyiecTBeHHo Juia 30-50 neT, XoTs Havano 3a00JieBaHUS BO3MOXHO B JTIO-
6oM Bo3pacte (o JaHHbIM JuTepatypbl, oT 10 Mec. 1o 80 ner). Berpewarorcs,
XOTh U HE yacTo, cemeinble ciyyan CCJl, Bkitouas OJIM3HEIOB, POJACTBEHHUKOB
MEepBOIl U BTOPOM cTeneHu pojcTBa. O HACIEICTBEHHON MPeIpacioyioKEHHOCTH K
3a00J1€BaHUIO CBUJETENBCTBYET M 0OO0J€€ BBICOKAs PACHPOCTPAHEHHOCTh APYIHX
00Jie3HEeW COeNMHUTENBHON TKaHW, a TAKKE€ MMMYHHBIX U XPOMOCOMHBIE aHOMa-
Ui cpenu poacTBeHHUKOB 001bHbIX CC/I.

B nocnennue aecsatuneTus HaOMIOAAIOT 3HAYUTENIBHOE yBEIUUYEHUE 3a007e-
BaHUU CKIIEpOJEepMUYECKON Ipynmbl. OTMEUEHa CBsI3b C BO3/EUCTBUEM (DAKTOPOB
BHEIHEN CpeJbl, B TOM YMCJI€ TOKCUYHBIX XUMUYECKUX BEIIECTB: CUIULUSA, XJIOP-
BUHWJIA, OPraHUYECKUX PACTBOPUTEIICH, a TAKKE OTAEIBbHBIX JIEKAPCTB, MUILEBBIX
100aBOK, CoAepKaIKUX TPUTITODaH, U JIp.

KITACCUDUKALINA

B 3aBucuMOCTH OT pacnpoCTPaHEHHOCTH MOPAKECHUS KOXKH (MHAYypalus) U
OCHOBHOTO CHMITOMOKOMILIEKCa BbLaesaoT kiuHudeckue gpopmel CCI. Kpome
TOTO, B OTEUECTBEHHYIO KJIACCU(PHUKALINIO BKIIOYEHBI BAPUAHTHI TEUCHUS U CTAJIUU
pasButus CC.

Kaunnueckue popmbl

e lu¢p¢ys3nas ¢popma:
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- TEHEPAJIM30BaHHOE MOPAXKEHNUE KOKM KOHEUHOCTEH, JIIIA U TYJIOBHUIIA B TEYe-
HUE OJIHOT'0 roJ1a; CUHAPOM PeliHo (0JHOBPEMEHHO WJTU MOCIIE MOPAKEHUS KOKH);

- paHHEee pa3BUTHE BUCILIEPATHLHON MATOJIOTUU (MHTEPCTUIIMATIBLHOE MOpaXKe-
Hue nérkux, nopaxenus XKT, muokapaa, mouex);

- 3HAQUMTENbHAS PEAYKINS KalMUBIPOB HOTTEBOTO JIOKa C (OPMHUPOBAHUEM
aBAC-KYJISIPHBIX YYAaCTKOB (IO JaHHBIM KaMJUIAPOCKOIUKN HOTTEBOTO JIOXKA);

- BBISIBJICHHE aHTUTEN K Toronzomepase-1 (Scl-70).

* lumutupoBanHas popma:

- JUINTENBHBIN EPUOJT H30JIUPOBAHHOTO CUHApPOMA PeitHo;

- MOpaXeHHE KOKU OIPAHUYEHO 00JIACThHIO JIUIA, KUCTEH U CTOI;

- TIO3/THEE PA3BUTHUE JETOYHON TMIEPTEH3UH, MOPAKEHUS MUIIEBAPUTEIHHO-
ro TpakTa, TeIeaHrudIKTa3ui, kaapimao3a (CREST-cunapom);

- pacuIMpeHue KanwUIsipoOB HOTTEBOTO JioKa 0€3 BBIPAXKEHHBIX aBaCKYJsIp-
HBIX YYaCTKOB;

- BBISIBJICHUE AaHTUIIEHTPOMEPHBIX aHTUTEIL.

* [lepexpécTHan dopma (overlap-syndrome). XapakrepHo coueTaHUE KIU-
Hudeckux npuszHakoB CCJI u enié oaHOro Wik HECKOJIbKUX CUCTEMHBIX 3a00JeBa-
HUW COCAUHUTEIILHON TKaHH.

* Bucuepaabnas ¢opma:

- OTCYTCTBHE YIUIOTHEHUS KOXKU;

- cuaapom PeliHo;

- MpU3HAKU JEro4HOro (puodpo3a, OCTPoil CKIEPOACPMHUECKON IMOYKH, MO-
paxenus cepaua u JKKT;

- BeisiBsienue AHA (Scl70, ATLTIA).

* IOBeHnIbHAS CKIEpOAEPMHUS:

- Hagayo 0oje3Hu 10 16 ner;

- IOpaXKeHHE KOKHU HEPEAKO MO TUITY OYAaroBOW WJIU JIMHEUHOU (TeMudopma)
CKJIEpOJACPMUH;

- CKJIOHHOCTh K 00pa30BaHUIO KOHTPAKTYP, BOSMOXKHBI aHOMAINH PAa3BUTHS
KOHEYHOCTEM.

* UnayuupoBaHHasi CKjepoAepMuUsi: pacnpocTpaHéHHoe, yaiie JuddysHoe
MOpayKEHNE KOXH (MHIYpalusi), MHOTZIa B COYETAHUU C COCYIMCTOM MaTOJIOTUEH, pas-
BUBIIIEECS TIOCTIE BO3CUCTBUS XUMUYECKUX U JPYTUX (PAKTOPOB BHEIIIHEHN CPEIbI.

* [Ipeckaepoaepmusi: KIMHUYECKA U30JMPOBAHHBIN CUHAPOM PeiiHO B co-
YETAHUU C KAMWUISIPOCKOMMYECKUMH W/UIM UMMYHOJIOTHYECKUMU HapYIICHUSIMU,
cBorictBeHHbIMU CC/I.

BapuaHTtbl TeueHust

* OcTpoe OBICTPO Mporpeccupymoiiee TedyeHue. XapakTepHO pa3BUTHE Te-
Hepanm30BaHHOTO (GuOpo3a koxu (muddys3Has ¢opMa) U BHYTPEHHUX OPraHOB
(ceparie, nérkue, MOYKM) B MEPBBIE JIBAa roja OT Hadaja 3aboseBanus. Panee He-
PEIKO 3aKaHYMBAJIOCH JICTAIBHBIM HCXOJOM; COBpPEMEHHas aJeKBaTHAasl Teparus
yJIy4IIuja IPOTHO3 JJIsl TOM KaTeropuu OOJIbHBIX.

* [TogocTpoe ymMepeHHO Mporpeccupyoiiee Tedyenne. XapakTepHo Mmpeod-
JajaHue KIMHAYECKUX M JIA0OPATOPHBIX MPU3HAKOB HWMMYHHOTO BOCIAJICHUS
(MIOTHBINA OTEK KOXKU, apTPUT, MUO3UT), HEPEIKH OVErlap-CHHIpOMBI.
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* XpoHnyeckoe MeJIeHHO MPorpeccupymoiiee TedeHue. XapakTepHo mpeoo-
JaJJaHie COCYIUCTOM MAaTOJOTMU: B Hayasie 3a00JieBaHMS — MHOTOJIETHUM CHHIPOM
PeiiHo, moCTeneHHO pa3BUBAIOTCS YMEPEHHBIE KOKHBIC M3MEHEHUs (JIMMUTHPOBAaHHAS
¢dopma), HapacTaeT BBIPAKEHHOCTh COCYIUCTHIX MIIIEMUYECKUX PACCTPOMCTB, BUCIIE-
paTbHOM MATONOTMH (MOPAYKEHNUE MUIIEBAPUTEIBHOTO TPAKTA, JIETOUHAs TUIICPTEH3HS).

[IpornocTuueckue paziauyuusi BapUaHTOB TEUEHUs WILTIOCTpUpyeT 5- u 10-
JIETHSIS BEDKHBAEMOCTh, KOTOPas MPU OCTPOM TeUeHUU cocTaBiisuia panee 4 u 0%,
npu nojgoctpom — 75 u 61%, a mpu xponndeckoM — 88 u 84% coorBeTcTBEeHHO. B
HacTosIIee BpeMs Ipu 0oJiee paHHEHW JUAarHOCTUKE W COBPEMEHHOMW Teparuu Ipo-
rHo3 CCJl ynmydiuics, HO pa3inyus B 1e0I0Te€, OCHOBHBIX KJIMHUYECKUX TPOsIBIIE-
HUSX U 9BOJIOLUU COXPAHSIOTCS.

Craguun CCJ]

* | — HavanpHAS — BRISIBISIIOT 1-3 oKaym3aruu 60JIe3HU.

* |l — cragus rerepanM3anuu, OTpaKaroas CACTEMHBINA, TOTUCHHIPOMHBII
XapakTep mporiecca.

* Il — mo3HsAa (TepMUHATIBHAS), KOT/IA UMEETCSl HEJJOCTATOYHOCTh OJTHOTO
WM HECKOJIbKUX OPTraHoB (cepale, JErKUe, MOYKu).

XKenarenbHo npu GOpMyYIMPOBAHUN JTUATHO3A, OMPECIICHUH MTPOTHO3a U BbI-

Oope aJIeKBaTHOM TepaIuu UCIIOJIb30BaTh Bee Tpu mapamerpa kinaccuduxarmu CCI.
2.2. 9TNOJIOI' A U TTATOT'EHE3

Otuonorusi CC/I u3yuena nepocrarouro. IIpennomnarator, uto rene3 CCJl MHO-
ro()akTOpHBIH, COUYETAIONIUNA HACIEACTBEHHYIO MPEAPACIIONIOKEHHOCTh K 3a00JIEBaHUIO
C BO3JIEICTBHEM HEOJArONPUSTHBIX AK30- M SHJIOTEHHBIX BIMSHUN — MH(EKIMOHHBIX
areHToB (BUPYCHI U JIP.), XUMUUECKUX BEIIECTB, CTPECCA, TPABMbI, OXJIAXKICHUS, SHI0-
KPUHHBIX HapyIIeHWid u Jip. B HacTosiiee Bpemst pacimdpoBaHbl HEKOTOPhIE TeHETHYE-
CKHE MEXAHW3MbI MPEIPACIONIOKEHHOCTH, YTO PaHEE apryMEHTHPOBAIOCh HATMYUEM
cemeitabIx cimydaeB CCJl u Onm3kux 3a00J1eBaHUM, HATMINEM UMMYHHBIX HAPYIICHUN Y
poacTBeHHUKOB. BoisaBniens! accormanmu CC/I ¢ onpenenéHHbMi aHTUTEHAMU U aJljie-
JsiMA cucteMbl ructocoBMectumoctu (HLA), ocobenno amnensimu kiacca |1, Bappupy-
forme B pasHbix momyssusix (HLA-DRS u HLA-DR3 — y eBporeiinieB u 6embix ame-
pukanies, HLA-DR2 — y simontieB u npenacraputeneit miemenn Choctaw). TTpurimm-
QIBHO Ba)KHA KOPPEIALMS MMMYHOI€HETUYECKMX MAapKEPOB C MMMYHOJIOTHUECKUMHU
(cnetmguueckue ayroanTutena) u KimHudeckumu nposisienusimu CCJI (tabm. 7).

Tabnuua 7 - AyroaHnTtuTtena, reHeTH4ecKrue MapKEpbl U KIMHUYECKasi KapTHHA
CHUCTEMHOM CKJIEPOJIEPMUH

AYTOAHTHTE/IA K AHTUT€HAM Kiimanyeckne 0co0eHHOCTH
AHTHUTOTION30MEpa3HbIe DR5(DFI11), Juddysnas CCJl, OGsicTpo mporpec-
Scl-70 (romonzomepasa-1) OR3/DRw52, D07 |cupyroiee TeueHnue, hpudpo3 JErkux
AHTHULEHTPOMEPHBIE DR1, DR11, JIumutupoBannas CCJl, me1jieHHO
(ueHTpOMEpHI) DR4, DQB1 IIPOrpeECCUPYIOLIEE TEYCHUE

Jlérounas runeprensus, overlap CCJI-
Auntu-PM-Scl DR3/DRW52 MOJIMMUO3UT/IEPMATOMHUO3HUT, TI0]10-
CTpO€ TCUEHHUE, MOPAKCHUE MBIIII]

Cpenn nH(EKIMOHHBIX (PAKTOPOB 0OCYKIAIOT BO3MOXKHYIO POJIb PETPOBU-
PYCOB U ITATOMETAJIOBUPYCA, aKTUBAIIMIO JIATEHTHBIX BUPYCOB, HAJTUYME MEXaHH3-
MOB MOJICKYJIIPHON MUMUKPHUU U JP.
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B nocneanue rogsl 0cod0e BHUMaHHE OOpAIlEHO HAa TPUITEPHOE JIEHCTBUE XU-
MHUYECKHUX areHTOB (MPOMBIILICHHBIX, OBITOBBIX, ATMMEHTAPHBIX), HANOOJIEe HATJISII-
HOE NP MHAYLUUPOBAHHOM CKiepoaepmun. Hapsiny ¢ paHee H3BECTHBIM BO3/ICHCTBUEM
kpemuusi (CCJl mraxTépoB), MpoMbIlUIeHHON mbutd U naxe snuaemuii CCJ mpu uc-
MOJIb30BaHUH TOKCHYHOTO paricoBoro macna (Mcnanus) u conepskanmx L-tpuntodan
IMUILEBBIX JOOABOK BBIBJICHA U JIOKAa3aHA POJIb PA3IMYHBIX OPraHMYECKUX PacTBOPH-
TeJNeH, MPOIYyKTOB HE(TH, XJIOPBUHIIIA, IECTUIIUIOB, OTJCIBHBIX JIEKapcTB (OJIeoMU-
IIUH U Jp. ), CAWIIMKOHOBBIX UMIUTaHTAaTOB B pa3BUTHUH CCJ] 11 6JIM3KHX 3a001€BaHUI.

[IpensioskeHa HOBasi TEOpUs KiIeTOYHOro Mukpoxumepusma npu CC/I, pac-
CMaTpUBaIOIas MaToreHes 3a00eBaHus C MO3UIMK TPaHCIIAHTAI[MOHHOM OHOI0-
MU (peaklys «TPAHCIUIAHTAT MPOTUB X035 IMHAY).

IHATOI'EHE3

[Tatorene3 CCJl upe3BbIUaiiHO CIOKEH. B €ro 0CHOBE — HApyIIEHUS UMMY-
HUTETa, MUKPOIMPKYISUUU U PuOpooOpazoBaHusi, B3aUMOJCHCTBYIOLIUE Ha
YPOBHE OCHOBHBIX KJIETOUYHBIX (MMMYHOKOMIIETEHTHBIE KIIETKU-IHAOTEIUN-
(uOPOOIACTHI-KIETKA KPOBU) M PELUENTOPHO-TUTaHIHBIX CUCTEM (MOJIEKYJIbI Kile-
TOYHOM aAre3uu, PakTopbl pOCTa, IUTOKUHBI).

Jst CCJ] xapakTepeH MIUPOKUHN CIIEKTP pa3HOOOpa3HBIX HAPYIIEHUN KIie-
TOYHOTO ¥ TYMOPAJIBHOTO UMMYHHUTETA: HAIMUKE T-KIETOUYHOM aKTHUBALUKM U JTU3-
perymsiun B cucteme Thl- u THy-ki1eToK, MOBBINICHHE YPOBHS OTACIBHBIX HMMY-
HOPETYJIATOPHBIX HUTOKWHOB, HAJIMUYHUE CIECHU(PUUECKUX AHTHUHYKIICAPHBIX U aH-
TUHYKJICOJIAPHBIX AHTHUTEN — AHTULEHTPOMEPHBIX, AHTUTOIOM30MEPA3HbIX, WU
anTtu-Scl-70, u PHK-anTuTen, a Takxke AHIIA, aHTUTEN K SHIOTEINIO, Pa3InIHBIM
KOMITOHEHTaM COEJIMHUTEIBLHON TKaHU U JIp.

Jloka3aHbl maToreHeTu4Yeckas poJib T-KIETOUYHBIX HAPYIICHUH, UX y4acTHE B
pa3BUTUHU cocyAucTOM naTojoruu u ¢pudposza npu CC/l. B panueit craguu 3adoie-
BAaHMS BBIABIISIIOT MEPUBACKYJSIPHYI0O MH(HIBTPALUIO JAEPMBbI C MPeodiajaHueM
CD4" T-nmum¢ponuToB, MyKOHIHOC HaOyXaHUE CTCHKH COCYIOB, CKOIUICHUE (HO-
poOJaCTOB M aKTUBUPOBAHHBIX TYYHBIX KJIETOK B NEPUBACKYJISIPHOM MPOCTpaH-
ctBe, dKkcrpeccuto ICAM-1 Ha SHAOTEIMABHBIX KICTKaX.

[TopaxxeHne coCy10B M HapyLIEHHE MUKPOLMPKYJISLUN — BaKHENIIEE 3BEHO
narorexesa u mopdoreneza CCJl. XapakTepHbl MpU3HAKK AKTUBALMHU U JECTPYKIIUU
SHAOTENUS, Tposrudepanuu IIIaJKO-MBIIIEYHBIX KIETOK, YTOJIIEHUE WHTHUMBI,
CY>K€HHE MPOCBETA COCYAOB MUKPOIUPKYJISITOPHOTO pyciia, TPoMOO3bI (00IuTEpH-
pytomias MuUKpoanruonatus). JuchyHkius sHaoTenuss — HauboJsiee paHHHUM ATan
narorene3a CCJl, nexxamuyii B OCHOBE HAPYLIEHUM SHIOTEINU3aBUCUMON PETYIIS-
MU KPOBOTOKA, Ba30CHACTUYECKUX peakuuil (cuHapom PeiHO) M mocieayromux
CTPYKTYPHBIX COCYJIUCTBIX U3MEHEHUH, IPUBOIAIINX K TSHKENON TKAHEBOM UILIEMHUN
u runokcnn. O CTENEeHN MOPAKEHUS SHAOTENNS MOXKHO CYIUTh IO CEPOJIOTMYECKUM
SHAOTENUATIBHBIM MapKEpaM: XapaKTepHO MOBBILIEHUE YPOBHS aHTUIeHa (akTopa
dbon BumieOpanma u pacTBOpUMBIX KieTouHbIX Mojekyn aare3uu (PVCAM-1, E-
CEJICKTUH U Jp.), YMEHBIICHHUE COJEPKaHUS aHTMOTEH3MHIIpEBpalaromero ep-
MEHTA, YTO KOPPEIUPYET C AKTUBHOCTBIO MATOJIOTMYECKOTO ITPOLIECCa.

Xapakreproe mst CCJI moBwIIeHHOE KoJuiareHo- u (udbpoobdpa3oBaHue 3a-
HUMAaeT LIEHTPAJIBbHOE MECTO B MTATOTE€HE3€E U ONPEAEISIET HO30JIOTMYECKYIO CIIELIH-
¢uky 3aboneBanusi. OeHOTUNIMYECKH YCTOWYMBASI TUIIEPAKTUBHOCTH (hubOpodia-
CTOB, BO3MOKHO T'€HETHYECKH JI€TEPMUHUPOBaHHAs, BEIET K HM30BITOYHOW MpO-
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JTYKITUA KOMIIOHEHTOB MEXKJIETOYHOTO MAaTpPHUKCa, YBETUYCHUIO HEoDUOpuIIore-
He3a U reHepanu3zoBaHHomy (Gubpo3y, cBoiictBennomy CCJI. B HacTosiee Bpems
AKTUBHO HCCIEAYIOT PETYJISITOPHbIE MEXaHU3MBbI KCIIPECCUU MATPUKCHBIX T'€HOB,
B YAaCTHOCTH CTUMYJIHPYIONIYIO POJb TpaHchopMmupylomero ¢akropa pocta-B,
MPOMOTEpHBIC (PYHKIMU PA3IUYHBIX T€HOB KOJIJIareHa.

2.3. OCHOBHBLIE CUMIITOMBI 1 CUHIPOMBbI

Knunnueckast kaptuna CCJ/] monmuMopdHa, oTpakaeT CUCTEMHBIN XapaKTep
3a0071€BaHusl U BapbUPYET OT MAIOMaHU(DECTHBIX, OTHOCUTEIHLHO OJaronpusTHBIX
JI0 TeHEepaM30BaHHBIX, ObICTpONporpeccupyromux u gartanbubix dpopm. [Tomumo
xapakrepHoro a1 CC/I mopakeHus! KOXHU U ONOPHO-ABUTATENILHOIO annapara, He
MEHEE pACHPOCTPAHEHA COCYAUCTAast U BUCLIEPAIbHASL IATOJIOTUSI.

HauajibHble CHMIITOMBI

[lepBoie nposinenus CCJ| — cunapom Pelino, mopaxenue Koxu (TIOTHBIN
0TEK) U CycTaBoB (apTpayirus/aptput). [Ipu mumutupoBanHoi hopMe U XpoHUYE-
ckoMm TeueHun CCJI cunapom PeitHO MOXET mpenliecTBOBaTh APYTUM KIMHHYE-
CKHUM MPOSIBJICHUSAM OO0JIE3HU 32 HECKOJIBKO MECSLEB M J1aXke JeT (MpecKiIepoaep-
Ma), TOCTENEHHO MPUCOEANHSIETCS MOPAKEHUE KOKU KUCTEN U JIUIA, pa3BUBAOTCS
TpouyecKre, UIIEMUYECKIUE U3MEHEHUs Ha MalibllaX PYK W HOT (U3BSA3BICHHUS),
YMEPEHHO ITPOSIBIISIIOLIEECS TOPAKEHNE BHYTPEHHUX OPTraHOB.

Hs mudbdysnont CCJl xapakTepHbl OCTpO€ Hayajnao, MOJUCUHAPOMHBIN Xa-
pakTtep 3a00JeBaHus yxKe B iepBbie 3-6 Mec., ObICTpOE pa3BUTUE XapAKTEPHOU Ie-
pudeprdeckoit U BUCIEPATHHON CUMITOMATUKH, HATUYUE KOHCTUTYIIMOHATIBHBIX
MPU3HAKOB 00JIe3HU (JIMXOpajKa, MoTeps Macchl Tena). Haubosee yacThiil iepBbIi
npu3Hak — qudPpy3Hoe nopaxeHue Koxku (IMIIOTHBIN OTEK, MHIYpalUsl, TUIIEPIUT-
MEHTaIus), peke — cuHApoM PeifHO, cycTaBHas WM BUCILEpalibHAs (HAMpUMED,
nopaxkeHue JErkux) narosnorusi. Havano ¢ aprputa 6ojee xapakTepHO AJiA MOJ0-
cTporo TeueHus u nepekpécraoit popmer (overlap) CC/I.

IHopakenune Kok

KoxHbIe TIOKPOBBI MOPAXKAIOTCSA y MPEBAIMPYIOMIETO OOJBITMHCTBA OOJBHBIX,
YTO XapaKTEPHbIM 00pa3oM MEHSET MX BHEUIHWN OOJIMK. DTO OAMH W3 TJIaBHBIX JWa-
THOCTUYECKUX IMPU3HAKOB. THUMHUYHBIE CKIIEPOJIEPMUYECKUE M3MEHEHUs, TIPOXOISILIHIE
CTaJIMY TUIOTHOTO OTEKA, MHIYPALMU U aTpo(ru, MPEUMYIIIECTBEHHO JOKAIM3YIOTCS Ha
JMLE M KHUCTSIX, HEPEIKO COUETAIOTCSA C COCYIUCTOM Marojorued u Tpo(puuecKuMu
HapyLEeHUsMHU (M3bsI3BIICHNS, THOMHUKH, Aedopmalisi HOITel, oOsbiceHue). Xapak-
TepHa MAaCKOOOPA3HOCTh JIMIIA, IIEPBOHAYAIILHO 3a CUET TUIOTHOTO OTEKA, a 3aTEM HHTY-
palvu U YaCTUIHOM aTpo(hru TKaHEH: OTMEYAIOTCSl KUCETOOOpa3HbIE MOPIITMHBI BOKPYT
pTa, YIDIOTHEHHE U HaTshkeHue Koxu. [Ipn orpannmyennoii CCJI XpOHHMYECKOro Teve-
HUSI HEPEIKU TEJICaHTUIKTA3MH, MPEUMYITIECTBEHHO Ha JIMIIE, CIM3UCTON Ty0, HHOTAA
s3bIKa U TBEPJOTO HEOA, HA TPYAU, CITMHE, KOHEYHOCTSIX. CKIIEPOIAKTHIIMS — YIUIOT-
HeHue (TUIOTHBIA OTEK M MHAypalys) KOXKM KUCTEH C HapacTaloUMM OrpaHUYEHUEM
JIBIDKEHUN W Pa3BUTHEM KOHTPAKTYp — XapaKTEePHBIM MPU3HAK 3a00JIeBaHMS, TTO3BOJISI-
IOIHIA, HapSTy C MacKOOOPa3HOCTBIO JIMIIA, MMOCTABUTh JMATHO3 YXKE€ TPH TEPBOM
B3MJIsi/Ie Ha O0JibHOTO. /151 paHHel TuarHoCTUKKA HEOOX0[MMa OpUEHTAIMS Ha Havallb-
HbIE U3MEHEHUSI 110 THITY IJIOTHOTO OTEKA (0OCOOEHHO M3MEHEHUE MalblEeB KUCTH, TIPU-
oOpeTaroImx «CocuckooOpasubiiy Bu). [Ipu muddy3Ho# OBICTpOIIpOrpecCHpyOIeH
CC/] pazBuBaeTcsi MPaKTUYECKU TOTATIBHOE MOPAKEHUE KOYKHBIX TOKPOBOB, B TOM YHC-
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JIe KOXKH TYJIOBHINIA M KOHEYHOCTEH; XapaKTepHO MpeoliagaHue NHIyPaTUBHBIX H3Me-
HEHUM.

BbIpa)k€HHOCTh YIUIOTHEHHUSI KOXM OLEHHUBAIOT MAJIBIIATOPHO METOJIOM
«KOXKHOTO cyé€Tay no 4-0aibHOM cucTeMe B 17 aHATOMUYECKHUX ydacTkax (JIMIIO,
Ipy/b, KUBOT U CHMMETPUYHBIE OT/IeNIbI KOHEUHOCTEH). ['pananuu:

0 — oTcyTCTBHE N3MEHEHUH;

1 — He3HauuTeNbHAS TIJIOTHOCTh KOXKH (COOUpaeTcs B CKIAJKY);

2 — IJIOTHOCTH KOXKU YMepeHHast (coOupaeTcs B CKIAIKY C TPYIOM);

3 — BeIpaKEHHAs IJIOTHOCTh KOXKH (JIOCKOOOpa3Has).

CyMmMa BBISIBICHHBIX MTOKa3aTesIeld COCTaBIsAET OOIMIMIM «KOXKHBIN cUET». Me-
TOJ UCTOJB3YIOT B HAYYHBIX U MPAKTUUECKUX LEAX — YTOOBI OXapaKTEpU30BaAThH
KO)KHYIO TIATOJIOTHIO M OIICHUTh TWHAMHKY IpoIecca, BKItodas 3()PEKTUBHOCTD
neyenus CCJl. «KoxHbIN CU€T» HEPEIKO KOPPEIUPYET ¢ BUCUEPATLHOMN MaToJI0-
T ¥ MOXKET OBITh TPOTHOCTHYECKUM TIPU3HAKOM HEOIAronpusiTHOTO HCXO/1a.

Hepenko npu CCJl nabmoaaroT oyaropyro u auddy3Hyto rTunepourmeHTa-
U0 KOXKHBIX TTOKPOBOB, HAPSNY C y4acCTKaMHU JEMUTMEHTAIMH, a TaK)Ke MOBBI-
IMICHHYIO CYXOCTh KOKH, SIBJICHUS TUIIEpKEpaTo3a U TpopuiecKue HapymeHus (13-
MEHEHHE HOTTEH, BBITIaICHHUE BOJIOC).

VY oraenbubix 60sbHBIX CC/l, yamie nmpu BEHUIbHOUN (hopme 3ab0aeBaHus,
OTMEUYEHO MOPAKEHHUE KOXKU MO TUITY OrPaHUYECHHON CKJIEPOJCPMUM.

Hepeako HaOmoAaroT OJHOBPEMEHHOE MOPAXKEHUE CIU3HUCTBIX 000JI0YEK
(atpodusi, ykopoueHue y3aeuku sA3bika u ap.). Bosmoxxkno coueranue CCJI ¢ cuH-
npomoM lllérpena.

Cocyancrbie HApyHIeHUS

Cocynucteie HapyleHusi — panHee u yactoe nposieienne CCll, oTpaxaro-
niee TeHepaJIu30BaHHbIN XapakTep OosiesHu. HambOomnee xapaKTepHbI Ba30MOTOP-
HbIE€ HapYIIEHHUs B BUJE Ba30CMACTUUYECKUX KpU30B (CUHIpOM PeiiHo), conmpoBoXk-
JAIOIUXCS TTOOJIEAHEHUEM H/WJIM IMAaHO30M UM YYBCTBOM OHEMEHHUSI MAJIBILIEB PYK,
pexe HOT. BO3HUKAIOT 3TH pacCTpOWCTBA CIOHTAHHO WM, Yalle, PYU BO3AEHCTBUU
xoJiona, BoaHeHuu. Coxpassisi, mo100HO0 Oose3nu PeitHo, mpenmyIecTBeHHYO JI0-
KaJIM3aIKio B 0071acTH NaiblleB pykK, cuaapoM Peitno npu CCJ] nMeeT TeHIEHIIUIO
K pacmpoCTpaHEHHUIO Ha KUCTU U CTOIbI, MHOTJA Ha M0JI00pOJO0K, KOHYMK HOCA U
s3pIKa (IMAHO3 M HapYyIICHUE apTUKYISIUHU, MOJA00HO CHHAPOMY «IIEpEeMEeKaro-
mieicst XpoMoThl»). [Iporpeccupytoiirie Ba30CnacTUUECKUe HAPYIICHUSI IPUBOJISAT
K TSDKENIBIM UIIEMHUYECKUM M3MEHEHUSIM C Pa3BUTUEM MHOXKECTBEHHBIX PELMIU-
BUPYIOIIUX U JIJTUTEIBLHO HE 3aKUBAIOIIUX JUTUTAIBHBIX 3B U PYOUMKOB («KpBI-
CUHBIN YKyC»), B 0oJiee TSXKENBIX CIydyasx — HEKpo3a U TaHrpeHbl. Tpoduueckue
SI3Bbl PA3BUBAIOTCSI B 00JIACTH KOCTHBIX BBICTYMOB, HaJ CyCTaBaMH, MHOT/Ia B 00-
JIACTH YIIHOW PaKOBUHBI, JIOABIKEK, MSTOYHON 001acTH U Ap. BelpaxkeHHOCTh CHH-
npoma PeliHo o1ieHHBarOT B cTeneHsx (Tadu. 8) wim oayax.

Tabnuna 8 - OnieHka BeIpaXEHHOCTH CHHIpoMa PelitHo

CreneHn BbI-
Pa’KeHHOCTH

I Tonbko U3MEHEHHsI IIBETa KOXKH, CYOBEKTUBHBIX M TPO(MIMUYECKUX HAPYITICHUH HET

Kaunuyeckue IPOABJICHUSA

I Bo Bpems ataku G0JbHOI OIyIIaeT OHEMEHUE WU MTOKaJIbIBAHUE B Majlb-
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max, MOr'yT OBITH CAUMHUYHBIC TUTUTAJIbHBIC py'6I_[I>I

" BBIpa)KeHHBIe 0oJIeBEBIE OIIYIICHUA BO BPCMs aTaKU /uan CANHUYHBIC aK-
THUBHBIC U3BA3BICHUA

vV MHOK€ECTBEHHBIE U3bSI3BICHUS WM TAHTPEHA

Tpoduyeckne HapyIIeHUs U THIOKCHUS TKaHEH MPOSBISAIOTCA M Pa3BUTHEM
OCTeO0JIM3a HOTTEBBIX (panmaHT, HAOMI0JaeMOro yamie y OOJNBHBIX C BBIPaKEHHBIM
cuHIpoMoM PeliHo.

ITopaskeHue ONIOPHO-ABUIaTEIBLHOI0 aNnapara

[lopasxeHrne ONMOPHO-ABUTATENBHOTO amnmnapara MPOSBISIETCS MOPAKEHUEM
MBIIII] ¥ CyCTaBOB, OCTEOJIM30M M KAJIBLIMHO30M, YTO CO3AAET HapsAy C MOpake-
HUEM KOXH W cHHApoMOoM Peiino xapaktepnyto mias CCJl kaptuny nepudepude-
CKOI'0 CUMIITOMOKOMILJIEKCA.

Haunbonee vactoe (a unorna u neproe) nposisinenue CCJl — nopaxenue cy-
CTaBOB B BHJIE NOJIMAPTPAITHI, peXe MOIUAPTPUTA, YTPEHHEH CKOBAHHOCTH H
TEHJEHIMU K PA3BUTHUIO CTUOATENbHBIX KOHTPAKTYp, OOYCIIOBJIEHHBIX B 3HAUYU-
TEJIBHOM CTENEHU MOPAKEHUEM MEPUAPTUKYISIPHBIX TKaHeH. Y OONbHBIX ¢ nug-
¢y3noit CCJl Hax cyctaBaMy MpH JBHKEHUU MOXKET HaJIbIIATOPHO OMPEEISATHCS
IIyM TPEHUS CYXOXWINN. Y 4acTh OOJBHBIX Pa3BUBAETCS PEBMATOUIONOAO00HBIN
[OJINAPTPUT, HO BBIPAKEHHOM IECTPYKLMU CyCTaBOB HE Pa3BUBACTCS.

[TopaxkeHHe CKEIETHBIX MBILII] Yallle MPOSIBIIETCA aTpOpUEl U yMEPEHHBIM
(¢ubpo3om (HeBOCHATUTEIbHAS MUOTIATHSI), 3HAUUTEIBHO PEXE — BOCHAIUTEIbHON
MHONATUEN C MUAIITUSIMU.

Bo3MoxHo mopaxenue kocteil. Hambosiee xapakTepeH OCTEoJIN3 AUCTallb-
HBIX (pajaHr, YTO KIMHUYECKU MPOSIBISIETCS XapaKTEPHBIM YKOPOUYEHHEM M Jie-
dbopmarnueil nanbleB. Pexke mopakaroTcsi OTPOCTKH JIYYEBBIX KOCTEH W HUKHEH
yemocTu. OOyCIIOBIEH OCTE0JIU3 COCYIUCTO-TPO(OUUECKUMHU HAPYIICHUSIMH, BO3-
MO’KHbI U3MEHEHUSI U B COOCTBEHHO KOJUIAr€HOBOM MaTpHIIE.

KanbmHo3 MArKMX TKaHed, MPEeUMMYLIECTBEHHO B O0JIACTH MalbLIEB PYK U
nepuapTuKyIsipHo (cuaAapoMm Tubnepika-Beiiccenbaxa) — wacte CREST-cunapoma
(coueranue KanblIMHO3a, CUHApOMa PeliHo, 330(aruTa, CKICPONAKTUINMA U Tele-
aHrudsktazun) win JumutupoBanHo CCJl xponuueckoro teuenus. [Ipu mosepx-
HOCTHOM PACIIOJIOKEHUHA BO3MOXHO BCKPBITHE 0YaroB KaJIbLIMHO3A C BBIACICHUEM
KpPOIIIKOBATOM (TBOPOKUCTOM) MACCHI.

KanbunHO3 ¥ 0cTe0sIn3 — He paHHUE MPU3HAKHU 3a00J€BaHus, HO OCOOEHHO-
CTH KaXJO0r0 M3 HUX M UX COYETaHHME BaKHbI Ul TUAarHOCTUKU U AuddepeHu-
anbHOM quarnoctuku CCJI.

IMopa:keHue NUIIEBAPUTEIBLHOTO TPAKTA

[Tpu CCJI BO3MOKHO NOPaKEHUE BCEX OTHEJIOB MUILEBAPUTEIBHOIO TPAKTA,
HO HaunboJiee pacpoOCTPAHEHO U XapaKTepHO U3MEHEHHUE MUIIEBOJA U KUIIIEYHUKA
(50-80%).

CkuepoiepMUUeCcKHil 330 arut nposipisiercs aucdarueit, 9yBCTBOM Koma 3a
IPYAMHON, CTOMKOM HM3’KOrOM, YCWJIMBAIOIIEWCS B TOPU30HTAIBHOM IOJIOKEHUU.
PeHTreHoI0rnuecKy BBISBIISIOT TMIIOTOHUIO (MCYE3HOBEHHE MEPHUCTAIBTUYECKUX
BOIIH C 3aMeJICHMEM ITPOXOXKIECHUS Oapys), paclIMPEHUe BEPXHUX /3 IUIIEBOA U
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CYXEHHUE B HUKHEM OT/IeJie, MHOT/Ia IPbDKU MUIIEBOIHOTO OTBEPCTHS AUAPPATrMBI,
BPO3UU M SI3BBI — CIEACTBHE TacTpod3odareasbHoro pedirokca. Ipo3uu U S3BBI,
KaK M pEIKHE CIlydad OITyXOJIEBOIO IOPAXEHUS IHUIIEBOAA, BBIABILIIOTCA U IIPU
HHIOCKOIMYECKOM HCCIIEJOBAHUU ¢ OHONCUEl. XpOHAKCUMETPHS MO3BOJSET 00b-
€KTUBU3MUPOBATh MPU3HAKU MOPAKEHUS MUIIEBOJIA 10 BPEMEHH 3aMEJJIEHUS MPO-
X0XAeHUs O6apusi (B HOpME B TOPU30HTAIBHOM TMOJIOKEHUH OOJBHOTO OHO COCTaB-
aset 4-10 c.). Mopdosornyeckyro OCHOBY MOpPaXEHHs MUILEBOAA COCTABISAIOT
pacnpocTpaHéHHbIA (UOPO3 U aTpoPusl IIaJAKOMBIIIEYHOTO ClI0A. Y OTAENIBbHBIX
OOJIBHBIX BBIBISIIOT TaK Ha3zbIBaeMbli muieBos bepperra (Metamnazus snuTenus
JUCTAJIBHOIO OTJAENIa MHUIIEBOAA MO KHIIEYHOMY THITY), YBEIMYHMBAIOLIUN PHUCK
pPa3BUTHS aJICHOKAPLIMHOMBI.

Kenynok u ABeHagUATUIEPCTHAS KUIIKA TAaK)K€ MOTYT ObITh aTOHHYHBI U
pacUIMpPEHbl, BO3MOXXHBI OOJIM M TSDKECTh B 3MHUracTpaJbHOW 00J1acTH, OBICTPO
HACTYIAIOIIEe YyBCTBO HACBIIIECHUS BCJICICTBUE HAPYIICHUS dBAKYaLUH.

[TopaxkeHue KuIlleYHUKa HAOMIOAAETCS PeXe, HO MHOTAA BBIXOJUT HA MEPBbIN
IUTaH B KapTuHe 3a0oneBanus. [Ipyu npernMyIecTBEeHHOM MOPaKEHWN TOHKOW KHILIKA
XapakTepHbl a0JJOMUHANIBHBIE O0JIH, TUapesi, CHHAPOM HapyIIEHHs BCAChIBAHUSA, IIPH
NOPa’KEHUU TOJICTOW KHIIKW — BBIPAKEHHBIN 3al0p BIUIOTH JI0 PA3BUTUS KUIIEYHOU
HETIPOXOAUMOCTH (TICeBAOOOCTPYKLMS ). PEHTreHOIOrnYeCcKH BBISBIAIOT 3aME/ICHHE
MEPUCTAILTUKY, U3MEHEHUE pelibeda CIU3UCTON 000J0UYKH, ACUMMETPUYHOE PACIIO-
JIOKEHHUE TETeNb KUIIEYHUKA C AUBEPTUKYJIO00pa3HBIMU BBIISTUMBAHUAMH, & TAKXKe
PUTHIHOCTh CTEHKH TOJICTOM KUIIKH (IIPA UPPUTOCKOIINN).

Hepenko coueranne CCJl (iumuTHpOBaHHAs (popMa XPOHHUYECKOTO Teye-
HUA) C IEPBUYHBIM OMJIMAPHBIM TUPPO30M NIEUEHH.

IMopaxenue abIxaTeJIbHON CUCTEMbI

[Topaxenue nérkux HabmoaaroT Oosiee ueM y 70% OonbpHBIX. B mocnennue
JNECATUIIETHS] OHO BBIXOJIUT HA MEPBBIN IIaH cpeau npuuuH cmept npu CC/. Xa-
PaKTEpHBI JIBa TUIIA TOPAKEHUS JIETKUX.

* UnTepcTuninanbaoe 3a0oeBanue JErkux — GuOpo3upyromvii aTbBEOIUT U
G y3HbIA MTHEBMOCKIIEPO3, IPEUMYILIECTBEHHO B 0a3alibHBIX OT/AENaX JIETKUX.

* JIérounas runepTeH3usl — U30JMPOBaHHAs WM B COYETAaHUM C Oa3alibHbIM
THEeBMOGHUOPO30M.

[TepBrIil THN MOpaxkeHUs ¢ peodiananueM Gpudpo3a cBoMCTBEH MU Py3HOIM
CC/I 6ICTpOIIPOTPECCUPYIOIIETO TeUEHUS (Pa3BUBACTCS B MEPBBIC IO/l 00JIE3HNU),
BTOPOM THUIT YalIe BBISBISAIOT MPH JIUMUTHUPOBAHHOMN (hOpMe C JJIUTETBHBIM XPOHU-
YeCKUM TEUEHUEM U IpeobdiiaaHueM cocyaucToi natojoruu. Knnnunyeckue npo-
SBJICHUS MHTEPCTULIMAJILHOTO 3a00JIeBaHUs JIETKUX HECHEUM(PUUHBI U BKIIOYAIOT
OJIBIIIKY, CyXOH Kalllelb, ObICTPYIO YyTOMJIsieMOCTh. [Ipu aycKyabTaluu BICTYIIH-
BalOT JIBYCTOPOHHIOIO KpPENUTALUI0 B 33He0a3ajdbHBIX OTHAENaxX JIETKUX. Xapak-
TEPHO HapylleHne GyHKIMHU BHEIIHETO AbIXaHUS [0 PECTPUKTUBHOMY THITLY.

PeHTreHosornuyeck npu MHTEPCTULHUATBLHOM 3a00JIEBAHUM JIETKUX BbISIB-
JSIOT XapakTepHOe ycuJieHue U Jaedopmaiuio JEroyHoro pucyHKa B HUXKHUX OT-
nenax (nuddy3Hblil mMHEBMOCKIEpo3). bonee neTanbHyr0 XapakTepUCTUKY MoOpa-
xeHus n€rkux Aaét KT BBICOKOro paspemieHus: Hapsgy C KapTUHOM «COTOBOIO
JErKoro» (KOHEUHBIM ATan MaTOJOTUYECKOIrO IMpoIlecca) BO3MOXKHO BbISIBICHHE
0oJiee paHHEro CUMITOMA «MAaTOBOI'O CTEKJIa» — HEPABHOMEPHOE «CTEKIOBUIHOE
3aTEeMHEHUE JIETOYHOM TKaHU BCIIEACTBHAE aKTUBHOT'O aJIbBEOJIUTA.
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BpoHX0anbBEONpHBIN J1aBaXX U OTKPbITasi OMOICHS JIETKUX MO3BOJISIOT YyTOY-
HUTh XapaKTep U aKTUBHOCTh NATOJOrMYecKoro mpouecca. Ha mporpeccupoBanue
n€royHoro (puOpo3a yKa3bIBAIOT YCHJIEHHE OJIBIIIKH, YMEHbIICHHE (POPCUPOBAHHOM
KU3HEHHON €MKOCTH JErkuX U nuddysnonnoit ciocoonoctu nérkux aist CO; B Te-
YeHue mnocueayonmx 6-12 mec., pacnpoCTpaHEHHWE W3MEHEHWH THIAa «MaTOBOTO
CTeKJIa» U «coToBOoro J€rkoro» (mpu KT Beicokoro paspemienus). [Ipu qnmurensHocTr
3aboneBanus oT 2 70 10 JeT nmocteneHHo pa3BUBacTCs JErOUHasi HEI0CTATOUHOCTD, Y
yacTu OOJIbHBIX — BTOPUYHAs JIErouHas runepren3usi. MatepctuiinaibHoe 3a00ieBa-
HUE JIETKUX HEPENIKO COYETAETCS C MPU3HAKaMU OOJIMTEPUPYIOLIEr0 OpOHXHOJIUTA.
Bo3moxHO pa3BuTHe OpOHXO03KTa30B, IMPH3eMbl, NeprupOKaTbHON MTHEBMOHUH, pe-
e — pa3pbIB CyOIIEBpAIbHBIX KUCT C MTHEBMOTOPAKCOM, a0CIIETUPOBAaHUE, PaK JIET-
KX Ha (POHE CKIIEPOJEPMHUECKOTO MHEBMOCKIIEpo3a. DakTophl pUCKa UHTEPCTUIH-
apHOTO 3a00JeBanus JIETkuX — nuddysnas popma CCJl, Hammume aHTUTET K TOTO-
m3omepase-1 (Scl-70). Puck pasButus paka ji€rkoro y 6osHbIx CCJI Bhimie B 3-5 pa3
10 CPAaBHEHUIO C aHAJIOTUYHBIMU BO3PACTHBIMU IPYIIIAMH B MOITYJISLUH.

YacTto BBISBISAIOT MPU3HAKK aATr€3MBHOrO IUIEBpUTA (CHAiKK), pEOKO He-
OOJILLION BBITIOT B TUIEBPAIILHOM MOJIOCTH.

Jlérounas rumnepreH3ust Bcrpeyaercss y 10-40% OoNMbHBIX, pa3BUBAETCA 4Yallle
yepe3 10 u Oosee ner oT Hayasa 3a00J1€BaHNs. XapaKTEpPHO MOBBILLIEHUE JABJICHUS B
JNErOYHOM apTepuH BbIIIE 25 MM PT.CT. B okoe Win 30 MM pPT.CT. Ipu (PU3UUECKUX
Harpy3kaXx. OCHOBHOW KJIMHUYECKHMH IIPU3HAK — IPOTrPECCUPYIOIIAs OJBIIIKA;
ayCKYJIbTaTUBHBIM MPU3HAK — aKIEHT U pasaBoeHue || Tona Ha nérouHoil aprepun u
TpEXCTBOpPUATOM KJiarnaHe, 0oJiee OTYETIIMBbIC HAa BhICOTE Boxa. [IpenBecTHUK J€roy-
HOW TUIIEPTEH3UM — U30JMPOBAHHOE YMEHbIIEHHE TU((y3MOHHON CITIOCOOHOCTH JIET-
KUX JUI OKUCH yriepoza. JlnarHoctupytoT 3aboneBanue ¢ nomouipto IxoKI' u kare-
TEpU3aLMY IIPABbIX OTHEJIOB cepAud. B oCHOBE JNErOYHOM TMIEPTEH3UN JIEKaT Hapy-
IIEHUE Ta3000MEHa, Ba30CNa3M U YTOJNIIIEHUE CTEHKU JIETOYHBIX apTeproi. OcnoxHe-
HUSA TSDKENOW JIETOYHOM TMIEPTEH3UU: Pa3BUTHE JIETOUHOTO CEPALIA U TTPABOKETY I04-
KOBOM HEZOCTaTOYHOCTH, TPOMOO3 JIETOYHBIX COCYIOB (HEepeaKas MpUUMHA JIETAIbHO-
rO UCXO/a).

Ilopaskenue cepaua

[Topaxkenue ceppiia — ogHa u3 4yacTeix (0T 16 10 90%) u HeOIaronpusTHHIX
JIOKaJIU3alni MaTOJIOTMYECKOTO MPoLiecca; 3aHUMAET IEPBOE MECTO CPEAU IPUYHH
BHe3anHou cMmeptu OonbHbIX CCJl. B ocHOBe kapauaabHON MATOJIOTHUU JIeXkKaT
CBOMCTBEHHBIE 3200JIEBaHUIO (PUOPO3, TOPAKEHNUE MEIKUX COCYAOB U HApYyLICHUS
MUKPOLMPKYJIALMY, IPUBOIALIME K UIIEMUM MUOKapAa MPHU MHTAKTHOCTH OCHOB-
HBIX KOPOHAPHBIX apTEPUU.

CHUMNOTOMBI — 4yBCTBO AMCKOM(OpPTa WIH AJIUTENbHbIE TyIble 00U B 00J1a-
CTH cepAlla, cepluecOueHue U apuTMUM, OJBIIIKA B MOKOE WM MPU HArpys3Kax.
Wnorpa nopaxkenue cepaua npu CCJl mpoTekaeT 0€CCUMITOMHO U BBISBIISETCS
TOJIBKO TMPU MHCTPYMEHTAIBHOM OO0CIeI0BaHUU (YBEIMYECHHE Pa3MEPOB Cepla,
Hanuuue 30H runokuHesuu npu IxoKI', undpapkronogodusie uamenenus Ha JKI).
Cyrtounoe monutopupoBanune JKI', OxoKI', cuuaTurpadus mMuokapma u npyrue
MCCJIEIOBaHMs CIIOCOOCTBYIOT paHHEH NWAarHOCTUKE MOPAKEHUsS CepJilla, BbIsBIIE-
HUIO HEOJIAronpusaTHBIX (OPM DIEKTPUUYECKON HECTAOMIIBHOCTH MHUOKAp/Aa, CKpbI-
TOM cepACYHOM HEOCTaTOYHOCTH, Ae(heKTOB nepdy3uu.
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dubpo3 MUOKap/Ia KETyT0YKOB — XapaKTEPHBIM NMPHU3HAK CKIIEPOJIEepMUIeC-
CKOTO MOPaXXEHUsI Cep/Ila, MPUUMHA CUCTOIUYECKON U TUACTOINYECKON NUCPHYHK-
LMY JIEBOTO JKEIIyAOUKa.

ApUTMUU U HapyILIEHUS MPOBOJAUMOCTHU BbIABISIIOTCS Yy 70% OOIBHBIX, MO-
I'yT OBITh MPUYUHOW BHE3AMHOW cMepTH. YacThie HapylIeHUs puTMa — CympaBeH-
TPUKYJIpHAS] TaXUKapAHs, MOJUTOMHBIE U TPYIIOBBIE SKCTPACUCTOJIBI. BripakeH-
HOCTb apUTMHUN KOPPEIHPYET C TSHKECTHIO MOPAXKEHUS CEpAla U CYIIECTBEHHO
yXyamaer Mmporuo3. HapyiieHuss mpoBOAMMOCTH TPOSIBISIOTCS yIJIMHEHUEM WH-
tepBana P-Q, nedekramu BHYTPHIKETYTOUYKOBOM MPOBOAMMOCTH U OJOKAIOM Te-
pEeaHEN BETBHU JIEBOM HOXKKHM ITyuka [ 'nca.

Bo3mokHO, mopaxkeHre SHI0KapAa U KJiIanaHoB cepiana ¢ GopMHUpPOBAHUEM
OTHOCUTEIBHO J00POKAYECTBEHHOTO CKJIEPOJAEPMHUYECKOr0 MOpPOKa (Yamle MUT-
PabHOIO); TEKOMIIEHCALIMS Pa3BUBAETCS PEIKO.

[lepukapaut (aare3uBHBINA, pexe HKCCYNATHBHBIN) OOBIYHO MpOTEKaeT Oec-
CUMIITOMHO M BBIABIIETCS NpeumyinecTBeHHO mnpu OxoKI. B peaxux cmydasx
HAOJI0IaeTCsl 3HAYUTEIIBHBIN BBINOT B MEPUKAPI], YTO MOXKET MPUBECTU K TaMIIOHAEC
cepaua.

CeplieuyHass HEJOCTATOYHOCTh PA3BUBAETCS PENIKO, HO B CIy4dae MOSBIICHUS
OTJIMYACTCS] PE3UCTEHTHOCTHIO K TEpANuu U HEOJIArONPHUSTHBIM IIPOTHO30M.

ITopaxenune nmovexk

[Topaxxenue nouek, BeisiBisieMoe y 10-20% O0nbHBIX, BAPbUPYET OT OCTPHIX
(daTanbHBIX 10 XPOHUYECKUX JIATEHTHBIX (popMm. DyHKIIMOHATBEHBIE U MOP()OIOTH-
YECKHE MCCJIEAOBAHUS TOBBIIIAIOT YaCTOTY BBIABJICHUS MATOJOTHM Touek. Jliis
ocTpoil HepponaTum (CKIECPOJAECPMUUECKUN MOYEHUHBIA KPHU3) XapaKTEPHbI OBICTPO-
Iporpeccupylonas moueyHasi HeJOCTaTOYHOCTh, 3JI0KaYECTBEHHAs (TUIIEPPEHUHO-
Basg) AI' (omnako y 10% OonbHbIXx AJl ocTaércss HOpMaiabHBIM), HapacTarolias
MPOTEUHYPHUS, OJUTO- U aHYpHsl, MUKPOAHTHOMATHYECKasi TEMOJIMTUYECKAsT aHe-
Mmusi, TpoMOoruTonenus (meHee 100 Teic. B 1 MKi), sHIIEd a0~ U peTUHOMNATHSI.

Oco0eHHOCTh CKIEPOAEPMHUUECKOrO MOYEUHOr0 KpH3a — BHE3AITHOE HAYaJo U
OTCYTCTBHUE MPEIBECTHUKOB. PUCK pa3BUTHA CKIEPOAEPMUUECKOTO MOYEYHOTO KpU3a
HanOonbsmmit pu nuddys3noit CCJ B nepBbie 2-5 set 3aboneBanus. B ocHoBe marto-
JIOTHH — TIOPKEHUE WHTEPIOOYISIPHBIX U MAJIBIX KOPTUKAJIBHBIX apTEPHUOI C Pa3BU-
THEM MINEMHYECKUX HEKPO30B. Y OTACIBHBIX OOJBHBIX BO3MOXKHO Pa3BUTHE TPO-
rpeccupytoiiero AHI[A-acconmupoBanHoro riomepysnonedputa. Hepeako HaoOuro-
JA0T NOPAKEHUE MOYEK MO TUITY XPOHUYECKOM JITATEHTHOW He(pomaTtuu, mpoTeKaro-
el CyOKIMHUYECKH (MTPEUMYIIECTBEHHO (YHKIIMOHAIBHBIC HApPYIICHUS) WM C
YMEpPEHHO! 1a00paTOPHON M KIMHUYECKOW cUMITOMAaTuKoi. Mopdomorudecku, mo-
MHUMO COCYAMCTON MATOJOIMH W MOPaKEHUs! KIIyOOUKOB, BBIABIISIIOT YMEPEHHbBIE U3-
MEHEHUSI KaHaJIbIIEB M CTpOoMBI. [IsTHanuatuiaeTHssi BeokuBaeMocTh 00sibHbIX CCJI
0e3 mopaxeHHsI MoYeK cocTaBisier 72%, mpu HaIu4uuud mopakeHus: mouek — 13%,
npuyéM Mpu ocTpoit HePponatuu juib 23% O0NbHBIX KUBYT OoJee 5 ner. B HacTo-
sA11ee BpEMsI OCTpasi CKiepoJepMudeckast HeporaTHs pa3BUBAETCS pexke (BOZMOXKHO,
Omaromapsi mpoTeKTUBHOMY d((HEKTy COBpEeMEHHOM (hapMaKoTeparum).

IopaskeHue HEPBHOW M IHAOKPUHHON CHCTEMBbI

HeBpomnoruueckas v 3HAOKPUHHAS CUMIITOMATUKa TaKXKe B 3HAYUTEIbHOU
CTETNCHH CBsI3aHA C COCYIUCTHIMU U (PUOPO3HBIMH MU3MEHEHUSMH COOTBETCTBYIO-
IUX CTPYKTYp. BO3MOXHBI TpUT€MHUHAJIbHAsI CEHCOpPHAs HEBPOMATHs, Yallle B
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paMKax MOJMHEBPUTUUYECKOTO CUHIPOMA, TUPEOUAUT C PA3BUTUEM THIIOTUPEO3a, Y
OT/ICJIbHBIX OOJIbHBIX — UMITOTEHIIHUS.

O61mme nposiBJjIeHNsI

Haubonee xapakrepHa 3HauMTeNIbHAs MOTEPS MacChl Tea, HaOIogaemMas B
Nepuoj] TeHepalu3aluy Wik ObICTPOro mporpeccupoBaHus 6one3Hu. Jluxopamou-
Hasl peakiysi 0OBIYHO MaJIo BeIpaxkeHa (cyOodeOpununTer).

2.4. ITUATHOCTUKA, KPUTEPUU I[TOCTAHOBKHM JUATHO3A U

JUODOEPEHITNAJIBHA S TUATHOCTUKA

Huarno3 CCJ] ocHOBaH TJIaBHBIM 00pa3oM Ha XapaKTEPHBIX KIIMHUYECKUX MPO-
SBJICHUSIX, BapbUPYIOIIMX B 3aBUCUMOCTH OT KIIMHUYECKOM ()OPMBI, TEUESHHS U TIPe0d-
Jajaroniei natonoruu. J{ist uX BBISBICHHUS BXHYIO pOJIb UIPAIOT JAHHBIC aHAMHE3a,
(H3HKAITEHOTO 00CIIEIOBaHMS, TAOOPATOPHBIX U MHCTPYMEHTAIIBHBIX UCCIIEIOBAHUH.

AHaMHe3

[Ipu ompoce GOIBHOTO HEOOXOAMMO OOPATUTh BHUMAHUE Ha CIEIYIOIIME XapaK-
TEpHBIC MMPOSIBIICHUST OOJIE3HU: CUHAPOM PeliHO, YIIIOTHEHUE KOXKU, TUTUTAIBHBIE SI3BBI,
HaJIMuue Tuc(arvy M NpU3HAKOB JKEITyJOYHO-TTUILEBOAHOIO Pe(ItoKca, OABIILIKY MpH
OOBIMHOM I OOJILHOTO Harpy3ke, 00JM B rpyau, repedou B paboTe cepia, CUIbHbIC
rosioBHbIe 0oJi. OOIIMEe CUMITTOMBI: CJ1a00CTh, OBICTpas YTOMIISIEMOCTb, CyOheOpm-
TET, MOTEPsl Macchl Tejla — HaOMIomaroTCs mpeumyIiecTBeHHo mpu quddysnoin CCJI,
yanie B aedrore 0osne3nu. HeoOxoauMo yTOYHUTh CeMENHBI aHaMHE3 U IPEeIIIeCTBO-
BaBIIIME UH(EKIIUH, TPABMbI, CTPECCHI, BO3/ICHCTBIE XUMUYECKUX BEILIECTB U JIp.

PusukajbHOe 00CIe10BaAHUE

du3MKaIbHOE 00CIEeI0BaHUE MO3BOJISIET YTOUHUTh HAJM4YUE, XapakTep U cTe-
IIEHb BBIPA)KECHHOCTH OCHOBHBIX KIMHUYECKUX NposiBieHnd CCJl 1 BKIIIOYAET OICH-
Ky CJEIyIOIIUX MapaMeTpoB: Macca Teja, BEIPAKEHHOCTh YIJIOTHEHHS KOXKH («KOXK-
HBIA CYETY»), HAIMYKME CUHpOMa PeiHO, TUTUTaNbHBIX PyOUUKOB, U3bS3BICHUM, TaH-
IpEHbI, apTPUTA, TCHOCUHOBUTA, IIIyMa TPEHUS CYXOKWINH, KapnaJlbHOIO CUHAPOMA,
ymenblueHre auctaniuu «lll manen-nagonb», HaM4YKMe U JTOKaIU3alMsl KOHTPaKTyp,
HAJIMYKME MPOKCUMAIHHON MBIIIEYHOM CIab0CTH, Tucharuu, XpurnoB B JIETKUX, IITyMa
TPEHUs MepuKap/a, HapyleHui putma, Al'. M3yuenue craryca O0JIBHOTO B coueTa-
HUU C J7a00paTOPHbIMA M MHCTPYMEHTAJIbHBIMUA MCCIEIOBAHUAMU TO3BOJIIET HE
TonbKo AuarHoctupoBaTh CCJl, HO M BBISIBUTH OCOOCHHOCTH KJIMHUYECKOW KapTHUHBI
U T€YEHUs 3a00JI€BaHNUs, YTO ONPENEISIET JATBHEHUIITYIO TEPAIIeBTUIECKYIO TAKTHKY.

JlaGopaTopHble UCCIeI0BaHUS

[TpuOnMM3UTENBHO Y MOJIOBUHBI OOJILHBIX OOHAPYKHUBAIOT TUIIOXPOMHYIO aHe-
MHI0, yMepeHHoe noBbiiieHne COD, CHUKEeHUE reMaToKpuTa. J{Jis mopakeHus mouek
XapaKTepeH MOYEBOM CUHPOM, BBIPAKEHHOCTh KOTOPOTO BapbHPYET B 3aBUCUMOCTHU
OT KJIMHUYECKOH (hopMbl. Buoxumuueckoe uccienoBaHie KPOBU MO3BOJISIET OLICHUTh
COCTOSIHUE U (DYHKIMIO BHYTPEHHUX OpraHoB, cTpagatonmx npu CCJI.

HMIMMyHOJIOTMYECKHE UCCIEeI0BaHMsl BKIHOYAOT onpenesneHue AH® (BbsaBis-
ercst y 95% 6onbpHbIXx CCJI, 00bIYHO B CpeTHEM M YMEPEHHOM THUTpeE). BaxkHoe 3Ha-
YEHUE MMEET OMNpE/EIIEHUE TaK Ha3bIBAEMBIX CKJIEPOJIEPMOCHEIU(PUUECKIX ayTOaH-
THTEII: aHTUTeaa K Tormonzomepase-1 (antu-Scl-70), xapakrepHbix mist auddy3Hoit
CCJl; ux Hanmmuue B codyetannu ¢ HocutenbctBom HLA-DR3/DRwS52 B 17 pa3 yBe-
JIMYMBAET PUCK pa3BUTHUS JErodyHoro (pubpoza. TUTp aHTUTEN KOppeIupyeT ¢ pac-
NPOCTPAHEHHOCTHIO MOPAKEHUSI KOXKM M aKTUBHOCTHIO Oosie3Hu. OOHapyKeHue aH-
tutesl SCI-70 y GOJBHBIX ¢ M30JUPOBAHHBIM CHHAPOMOM PeiHO accoIMmpoBaHO C
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MOCTEIYIOIIMM PA3BUTHEM pPa3BEPHYTON KimHU4eckol kaptunbl CCJl. AHTHuUEH-
TpOMEepHbIe aHTuTena ooHapyxuBatoT y 30% 6onbpubix CCJL, varie npu JTUMHTUPO-
BaHHOU (opme (60-70 %). Kpome Toro, aHTUIIEHTPOMEPHBIE aHTUTENA BBIABISIOT Y
12% OONBHBIX MEPBUYHBIM OWJIMAPHBIM LUPPO30M (TIOJOBHHA U3 KOTOPBIX UMEIOT
npusHaku CCJl), 04eHb peKo — Mpy XPOHUYECKOM aKTHBHOM I'€IIaTUTE U IEPBUYHOM
JNErOYHOM TUIEPTEH3UU. AHTULEHTPOMEPHBIE aHTUTENA PACCMATPHUBAIOT KaK Ipe.l-
BecTHUK pasButusi CCJl npu mzomupoBanHoMm penomene Peiino. Antutena k PHK-
nonmumepasze |l Moxxno obHapyxuth y 20-25 % OONbHBIX, NPEUMYIIECTBEHHO C
muddysnoit popmoit CCJl 1 mopakeHHEM TMOYEK, aCCOLMUPOBAHBI OHU C HEOJaro-
MPUATHBIM TporHo3oM. [lomumo nepeuncnennbix ayroantuten, npu CCJl ¢ MeHb-
IICi YaCTOTOW BBISBJISIFOT JPYTHe aHTUHYKJICOJSIPHBIC aHTUTENA: aHTUTe a k Pm-Scl
y 3-5 % 6ompHbIXx CCJl B coyeranuu ¢ nosuMuo3utoMm (CCJI-moauMuo3uT nepe-
KpEcTHBI cuHApoM); antutena kK Ill-pubonykneonporenny y 5% OOJIBHBIX, acco-
1uupoBaHHbIe ¢ Qg dy3HOM GopMoit 60Ie3HHN, MEPBUYHON JIETOYHOM TUTIEPTEH3UEH,
HOPAKEHUEM CKEJIeTHBIX MbIlL; aHTUTena K Il-pubonykneonporenny y 6% 060i1b-
Hbix CCJl, acconmupoBannbie ¢ CCJ[-CKB nepekpEécTHBIM CHHIPOMOM, apTPUTaMHU,
M30JIMPOBAHHOMN JIETOYHOM TUIIEPTEH3UEN U paHHUM J1e0r0ToM Oone3Hu. PO obGHapy-
KUBaIOT Y 45% OO0JBHBIX, Yalle npu coueTannu ¢ cuaapomoM lllérpena u PA.

HNHcTpyMeHTAJIbHBIE HCCJIEI0BAHUA

Kanunnsapockonust HOrTeBoro jioxa BbiABIsAeT xapakrepuble 1t CCJl u3-
MEHEHUs (IuaTanus U peAyKIus KamuuIIpoB), 00J1aaeT BHICOKON YyBCTBUTEIb-
HOCTBIO U CHEIU(PUIHOCTBIO.

YTOoOBl CBOEBPEMEHHO BBISIBISTH U OLIEHUBATH CTENEHb MOPAXEHUS BHYT-
PEHHUX OPraHOB, HEOOXOAMMO MPOBOJUTH COOTBETCTBYIOLINE HHCTPYMEHTAIbHBIC
uccienoBanus (tadm. 9).

Tabnuma 9 - CrenpanbHbIe UCCIIEIOBAHNS BHYTPEHHUX OPTaHOB
IIPU CUCTEMHOM CKJIEPOJAEPMHUHU

Hccaenye-
. Bunx nopaxenust JAunarHocruyeckue MCCae10BaHUS
MBbIii Oprax
['unoTtonus ManomeTpusi/peHTreHorpadus
[TumeBox  |Pedmrokc-330darut Oupaockonus/pH-meTpust
Crpukrypa Pentrenorpadus/sHaockonus
[Tapes Cuunturpadus
Kenynok P - rpad
HIIBII-uaaytmpoBaHHas si3Ba DHIOCKOIUSA
['unoronus PBHTTEHOKOHTPACTHOE UCCIIEOBAHNE
Tonkas N306b1TounbIi poct MuKpoduiops! | JlpIxaTenbHblii BOAOPOIHBIN TECT
KHIIIKa IceBnoobctpyxkiws, HITBII-un-
FI00BCTD ’ O0630pHas peHTreHorpadus
JYIIUPOBAHHAS $13Ba, [THEBMATO3
['unoronnn bapueBas knm3ma
Tozcras [IceBnomMBEpTUKYIIBL, TICEBIIO
KHUIIIKa PTHKYJIEL, O0630pHast peHTreHorpadus
OOCTpYKIIHS
AHOpeKTaJTb-
op [opaxxenue chuHKTEpa Manomerpus
HBIN OTJIEN
. Pentrenorpagus, KT Bbicokoro paspenie-
NurepcrrnmansHbiil pudpo3 rpacus, pasp
N uust, ®B/I, ciuaTurpadus, J1Cco, ThJI
JIérkue
N Hormiep-OxoKTI', KT, ICco, peHTreHo-
JI€rounas runepreHs3us
rpadus, KIDK
Cepaue Aputmun, oyarosbiid ¢pudpo3 | IKI', monutopupoBanue IKI' no Xonrepy,
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MHOKapza
IACYHKINS MUOKap/a, epu-

OxoKT', ciuaturpadus, peHTreHorpadus

KapauT
Cyrounoe MouutopupoBanue AJl, anamms
MOYH,
ouxu CxitepoiepMU9IeCcKHi ompeieeHNe KpeaTHHUHA, JIEKTPOJIUTOB,
MOYEUHBINA KpU3 peHuHa B KpoBH, rpoda Pebepra,

OAK (reMoriobuH, MM30IUTHI, TPOMOOIIH-
ThI, O TATEMOCKOIINS, OMOTICHSI TTOYKH

Mpumeuanns. [[C.o — muddy3nonnas cnocoOHOCTh NETKUX I OKCUAA YTIepoaa
(CO); KIDK — xaterepusanus nmpaBoro xemyaouka; OAK — obmuit ananus kposu; ThJI —
Topakockonnyeckas ouoncus n€rkux; ®B/] — dyHKINS BHEITHETO IbIXaHHS.

Mopdonornyeckue wuccienoBaHus: OHOINCHUS PA3TUYHBIX TKaHEW (KoXka,
MBIIIIBI, CHHOBHUS, (Paciiiu) U OpraHoB (IUIIEBO/I, JIETKUE, TOYKU U JIP.) TO3BOJIS-
IOT YTOYHUTH XapaKTepP MATOJOTHU M OKA3bIBAIOT CYIICCTBEHHYIO MTOMOIIb B JTHa-
rHocTuke u qudepenunansuoi quarnoctuke CC. OgHako pemaroliei B mocra-
HOBKE JIMarHo3a OCTa€Tcs KJIMHUYECKasi CHMIITOMAaTHKA 3a00JICBaHUA.

[Ipu ananu3ze pe3ynbTaTOB KIMHUKO-1a00paTOpHOro o0caea0BaHUs OOJIbHO-
ro CJEMyeT YYUTHIBATh OCHOBHEIE (XapakTepHbie ToJbko st CCJl) nuarnocTude-
CKHe€ U JonojHuTeIbHbIe (cBoMcTBeHHBIE Kak CCJl, Tak u psay apyrux 3aboseBa-
HUM) MpU3HAKU.

Junarnocruyeckue npusHaku CCJ{

* OCHOBHBIE:

- CKJIEpOICPMUYECKOE TOPAKEHNE KOXKU;

- cuHJIpoM PeitHo, quruTanbHeie I3BOYKU/PYOUUKHY;

* CYCTaBHO-MBIIIICYHBIC MTPOSIBICHHUS;

- OCTEO0JIN3;

- KaJbITUHO3,;

- 0azaapHbBIN THEBMOGHOPO3;

- KapIMOCKJIEPO3 C HAPYIICHHUEM PUTMA U TPOBOIUMOCTH;

- CKJIEPOJIEPMHUUECKOE TTOPAKEHHUE MUIIIEBAPUTEIBHOIO TPAKTA;

- OCTpasi CKJepojepMuueckas HedporarTus;

- Hanmuue crenuduueckux AHA (antu-Scl-70 u aHTHIICHTpOMEPHBIC aHTU-
Tena);

- KamIIIPOCKOMMYECKUE MPU3HAKU (110 JTAHHBIM IMHPOKOTOJLHON KaIuil-
JITPOCKOTIHH).

* JlonoTHUTEBHBIE:

- TUTICPIIUTMEHTAIHS KOXKH, TeJICaHTHIKTa31u1, TPO(QUUISCKIE HAPYIIICHHUSI;

- apTpaJITUU, MUAJITUH, TIOTMMUAO3HUT;

- MIOJIUCEPO3HUT (Yalle aJare3uBHbBIN);

- IOJIMHEBPUT, TPUTCMUHUT;

- moteps Macchl Tena (6osee 10 kxr);

- yBenuuerue COD (6onee 20 mm/4);

- rutieprammarioOymuaemus (oomee 23%);

- Hanmnuue a"nTurten K JJHK nnmu AH®, PO.
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AMEpPUKAHCKON KOJUIETUEW PEBMATOJIOTOB MPEJIOKEHBI CIEAYIOIINE KIlac-
cudukannonnsie kpurepuun CC/I.

* «bOJIBIION» KPUTEPHUIL.

- [IpokcumanpHast CKIEPOAECPMHUSL: CAMMETPUYHOE YTOJILEHUE U UHIAYPALHS
KOXKH TAJIBIIEB, PACIIPOCTPAHSIONIMECS MPOKCUMAIBLHO OT TSICTHO-(aTaHTOBBIX U
TTI0C-He()aTaHTOBBIX CYCTaBOB. MI3MEeHEHHsI MOTYT 3aTparuBaTh JIMIIO, IICI0, TPY/-
HYIO KJIETKY, )KUBOT.

» «Masibie» KpUTEPHUH.

- CKJIepOJaKTWINS: TIEPEUHCIICHHBIE BBIINIE KOXXKHBIE M3MEHEHUS, OTpaHHU-
YEHHbBIE NaJIbLAMMU.

- JlurutanpHble pyOUMKU — YYACTKH 3alaJieHUs KOXKY Ha KOHUMKaX IaJIblIeB
WJIA TIOTEPSI BEIIECTBA MOAYIICUEK MAIIBIIEB.

- JIBycTopoHHHMI O0a3anbHbI MHEBMOMUOpPO3: ceTdaThle WIM JIMHEWHO-
y3JI0BBIC TCHH, HanOoJiee BhIpAXKCHHBIC B 0a3aJIbHBIX YYacTKax JIETKUX MPH CTaH-
JAPTHOM PEHTTEHOJIOTHYECKOM OOCJIEI0BAHUH; MOTYT OBITh MPOSIBICHUS MO TUITY
«COTOBOTO JIETKOTO».

Jns mocranoBku auarHo3a CCJl HE0OXO0IUM «OOJBIION» KPUTEPHH WU 2
«ManbIx» Kputepus. YyBcTBUTENBHOCTE — 97%, cnemuduunocts — 98%. Kpure-
pYH IPUTOJHBI I BbIsABIEHUA BbIpaxkeHHOW CC/l, HO HE OXBaTBIBAIOT BCEX KIH-
HU4Yeckux (popM 3a00ieBaHMs, B TOM YHWCIE PAHHIO JTUMUTHPOBAHHYIO, IMEpe-
Kp€cTHYIO U Buclepainbayro CCJI.

Hns ouenku aktuBHoctu CCJ B Hacrosimiee BpeMs HCIOJIb3YIOT UHAEKCHI
(tabn. 10), pazpaborannbie EBpomneiickoit rpymmoi no mzydenuto CCJI. bamibi
CYMMUPYIOT; MAaKCUMaJIbHO BO3MOXHBIN Oyt — 10, mpu mokaszaTesie akTUBHOCTH 3
Oaia u 6osiee 3a00J€BaHNE PACIICHUBAIOT KaK aKTUBHOE, MEHEE 3 — KaK HEaKTHUB-
HOE.

Ta6aumna 10 - Onenka aktuBHoctu CCJl (mpenBapuTebHbIE KPUTEPHH).

ITapametp bana XapakTepucruka
1 Ucnonb3yercs MoauPUITMPOBAHHBIN KOKHBIN CUéT, Olle-
HUBaeMbIil B O6auiax ot 0 1o 3 B 17 obnacTsix tena
YTonmeHne MATKUX TKaHER, TPEUMYILECTBEHHO Ha
MAJIbLAX, 3 CYET UHIYPALIUU KOKHU
5 VYXyameHrne KoKHbIX NPOSBICHUN 3a MOCIEIHUN MECSII,
CO CJIOB MaliMcHTAa
JlururansHpie HeKpo3bl | 0,5 |AKTHUBHBIE TUTUTAIBHBIC S3BBI MM HEKPO3bI

KoxHbid cuér >14

Cxkrnepenema 0,5

Koxa

Cocybl 05 YXyALIEHHE COCYAUCTHIX MTPOSIBJICHUN B TEUEHHE T10-
Y '" |cnegHero Mecsia, co CJI0B NAlMEHTa
ApTpuTsl 0,5 |CummeTpuyHasi NPUMYXJOCTh CYCTaBOB
Cumxenune JICco 0,5 |ACco <80% OT HOpMAJILHOTO YPOBHS
N YXynueHne cepaeyHo-JIErOYHbIX POSBICHUN 3a I10-
Cepaue/nérkue 2 YA Pl p

CJICTHUI MECSII], CO CIJIOB MAIMEHTA
COD >30 1,5 |Onpenenénnoe no meroay Becreprpena
I'nnokommnementemusi| 1 |CHwxkenue ypoBHs C3- mian C4-KOMIIOHEHTOB KOMILJIEMEHTA

Ipumeuanne. IC.o — mudpy3ronHas criocoOOHOCTD JETKUX AJIs1 OKCUIA YTIIEpOoa.

JAuddepenunanbHass AMArHOCTUKA

53



Huddepenunansuas auarnoctuka CCJl mpoBoguTcst ¢ apyrumu 3a0oseBa-
HUSIMU CKJIEPOJAEPMHUUYECKON TPYMNIbl: MpU OONBIIMHCTBE M3 HHUX OTCYTCTBYIOT
CUHIpOM PeliHO U nopakeHUue BHYTPEHHUX OPTaHOB.

* OrpanuyeHHasi CKJepoaepMusi — odaroBoe (OJsIEYHOE) U JIMHEWHOE
(remudopmMa 1o THIy «yaapa cadieiiy) MopakeHue KOXKU U MOoJIJIeKAIIUX TKaHEeH.

» TudPy3Hbiit 303MHOPUIBHBIN (PacCHMUT — UHIYpaLUs TKAaHEW HAYNHACTCA C
NpeAIIeYniA WM TOoJICHEH C BO3MOXHBIM PACIpPOCTPAHEHHWEM Ha MPOKCUMAIIbHBIC
OTIEJIbl KOHEYHOCTEN M TYJIOBHIIE; MAJIbLbl KUCTEW U JIMIO OCTAKOTCSI MHTAKTHBIMMU.
XapakTepHbl MOPAKEHUE KOXKHU IO THUITY «aIeIbCUHOBOM KOPKH», CTMOATENIbHbIE KOH-
TPaKTYpbl, S03UHOPIIIHS, TUTIEpraMmariaooyauaemus u nossienue COD. [Ipumepno
B Y3 CiIydaeB MPOCIIEKUBACTCS CBSA3b C MPEAIIECTBOBABILCH Upe3MepHON (HU3HUECKOI
Harpy3KOW WX TpaBMOU. BO3MOKHO pa3BUTHE atUIACTUYECKON aHEMUMU.

* Ckaepenema bymike — BbipakeHHass MHAypalusi B 00JacTH JUIA, IIEH,
MJICUEBOTO Mnosica. YacTo cBsA3aHa C MpeAIecTBOBABIIEH NH(PEKIIUEH BEPXHUX JIbI-
XaTEJIbHBIX ITYTEH.

* MyabTudoxkanabubiii Guodpo3. OCHOBHBIE JOKAIU3ALUUNA: PETPONEPUTOHE-
QIbHBIA, UHTPANIEPUTOHEATBHBIN U MEIUaCTUHAIBHBIN (PuOpO3; peke HaOIIOIAI0T
ouaru (pubpo3a B NErKUX, rIazHULE (ICEBAOOMYXOJb IIa3HUIIbI), IIUTOBUIHOM XKe-
ne3e (tupeouaut Punenst) u ap. K manbiM gopmaM OTHOCAT TakKe KOHTPAKTYpHI
HrontontpeHa u kenoua. Hepeako couetanue 1Byx u 0osiee JoKaIu3aluil mporecca.

* OnyxoJib, acCOMUPOBAHHAA (MIAPAHEOIIACTHYECKAS) CKJIEPOJEPMUS —
BapUaHT MapAHEOIUIACTUYECKOT0 CUHAPOMA. XapaKTePHbI MPEUMYIIECTBEHHOE pas3-
BUTHE (UOpO3a B MEPUAPTUKYIISIPHBIX TKAHAX, KOHTPAKTypbl. Bo3MoXkHBI ITpeobia-
naHue nepupepuyeckorl CUMIITOMATUKY U PE3UCTEHTHOCTD K JICUEHHIO.

* IlceBockiepoiepMust — U3MEHEHUS KOKU, HAOII0Ja€MbIE ITPU BPOKIEH-
HBIX WM NPUOOPETEHHBIX HApYILIEHUAX MeTabosn3ma: noppupus, GeHUIKETOHY-
pusi, aMUIOnA03, CUHIApOoMbl BepHepa u PormyHna; nuabetnueckas mceBaoOCKIe-
poziepMusl, CKIIEPOMUKCEEMA U JIP.

- [Topdupus, peHnnkeToHypusi, INIMKOT€HO3bl U MYKOIIOJIMCaXapua03 MOTYT
COTIPOBOXAATHCA PA3BUTHEM CKIEPOAEPMONOJO0HOTO MOPaKEHUsI KOXKH, MOJIe-
KaAIIMX TKAHEH, MBIIIL, CTOMKUMU KOHTpPAaKTypamu, ojfHako B oTiauune ot CCJI
OTCYTCTBYIOT CUHJpOM PeitHo, xapakTepHas BUCLepaibHas NaTOJOTUsl, UMMYHHBIE
HapyIlIeHus, a Mpu OUOINCHUM BBISBIISIIOT MOP(OTOTHUECKHE OCOOEHHOCTH, CBOM-
CTBEHHBIE K01 U3 HO30JIOTHH.

- Cunapom BepHepa (nporepus B3pOCIbIX, Te(PEKT reHa JaMruHa) IPOsIBIIS-
€TCs CKJIEPOJACPMOIIOIOOHBIMU U3MEHEHUSIMU KOXKU (OCOOEHHO KOHEYHOCTEH) U
CKEJIETHBIX MBIIIL, Pa3BUTHEM KATAPAKThl, TMIOT€HUTAIN3MA, IPEXKIECBPEMEHHOTO
apTepUOCKIIEPO3a, UHCYJIAPHON HEIOCTATOYHOCTH, MOBBIIIEHHBIM PHCKOM pa3BH-
TUS ocTeocapkoMbl. HaOmronaroT varie y Myx4uH B Bo3pacte 20-30 ser.

- Cunapom Pormynaa-Tomcona (arpoduueckas mokumoaepmust). Xapak-
TEPHBI MOWKUIIOACPMHUS JIULIA U KOHEUHOCTEH, ABYCTOPOHHSISI KaTapakTa, TUCTPO-
¢us BosioC, HOrTe M 3yOOB, TMUIIOTOHAIN3M, HAPYILIEHUS YHAOXOHIPAIbHOIO OKO-
CTEHEHUS1, apTEPUOCKIIEPO3 U KapJIMKOBOCTh, TUIIEPIUTMEHTAIUS KOXKH, TEJICaHT -
AKTa3uM, aTpoPUUECKUil 1epMaTo3, aHEMUS; TOBBIIIEHUE PUCKA Pa3BUTHSI OCTEO-
reHHou capkoMbl. CHHOHUM — quctpodust Pormyna.
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- JlnabeTnueckas MCEeBAOCKIEPOAEPMUsS MPOSBISIETCS] HHIYPATUBHBIMU W3-
MEHEHHUSMH KOKU W TOJJIeKAIINX TKaHEW, pa3BUBACTCS yallle P JTUTEIHHOM U
TSOKEJIOM WHCYJIMH3aBUCUMOM nauadere. MInmocTpupyeT poib MeTaboJIMYecKHX
SHIOKPUHHBIX HAPYIICHUI B pa3BUTHUHU CKIIEPOJIEPMOTIOIOOHON MATOJIOTHH.

- CkiepoMuUKceieMa XapaKTepu3yeTcs YINIOTHEHUEM KOXKH U MamyIE3HbIMU
BBICBIITAHUSIMU B 00JIACTH TOJIOBBI, IIIEH, PYK U BEPXHUX OTEJIOB TYJIOBHIIA; COYe-
TaeTcs ¢ MOHOKJIOHANbHOU rammanatueit (19Gy), mHOTA ¢ MOAMMUO3UTOM, MHO-
KECTBEHHON MHUEJIOMOM, aMHIIOU030M.

* XpOHHYECKAs peaklus «TPAHCIUIAHTAT MPOTUB XO3SIMHA» MPU AJITIOT€HHON
TPAHCIUIAHTALIMHA CTBOJIOBBIX KJIETOK MOXKET MPOSBIATHCS CKIEPOIEPMOTIOI00HBIM
NOpa)KEHUEM KOXkH (04aroBoe MM FeHEPAIM30BaHHOE) M HAJTMYMEM ayTOAHTUTEI,
Yalle aHTUHYKJICOISPHBIX U aHTUMUTOXOHAPHAIbHBIX. ONHUCaHbl ciiydan 00ocTpe-
Hust CCJ] nociie reMoTpaHcy3umu.

* NunynupoBaHHasi CKIIEpOIEpMUs MOXKET BO3HMKHYTH IO BO3JCHCTBHEM
XUMHUYECKUX areHTOB, OT/JEJIbHBIX JIEKAPCTB, MUILEBbIX 100aBOK U Ap. Bo3MOKHBI
KOXHasl, COCyIMCTas U BHUCLepaipHas narosiorus, Heormnaumsie oT CC/I (B cBsA3n
C 3TUM MHAYLUPOBAaHHAs CKIEPOAECPMUS BKIIOUEHA B KIacCU(DUKAIIHIO).

* M3onupoBanusblii cuHipoMm PeitHo ompenenser HeoOXxoauMmocTh audde-
pennuanbHoi nuarHoctuku CCJL ¢ ApyruMU CUCTEMHBIMU 3a00J1€BaHUSIMH COETH-
HutenbHOU TKaHu: C3CT, aHTUCHUHTETA3HBIM CUHJIPOMOM B PAMKax MOJMMHO3UTA
u nepmaromuosuta. [Ipu muddepeHunanbHOl TMATHOCTUKE BTOPUYHOIO M IEP-
BUYHOT'O CUHApOoMa PelHO ciexyeT yuuThIBaTh, YTO MOCIEAHUN Yallle pa3BUBACTCS
B MOJIOJZIOM BO3pacTe, MPOSIBIISIETCS PEUMYILIECTBEHHO PAaCHpPOCTPAHEHHBIMU 1A~
HO30M M THIIEPEMHEN, HEPEAKO COUYETAETCS C TUIEPTrUApPO30M (BEreTaTuBHAas IUC-
(yHKUHSA) 1 OOBIYHO HE COMPOBOXKAAECTCS PA3BUTUEM HIIEMUYECKUX OCIOKHEHUU.

Ipumep GpopmyUpOBKH AMATHO3A

[Tpu hopmynrpoBke nraraHo3a HeOOXOAUMO yKa3aTh:

4 OCHOBHOM JUAarHo3;

¢ KIIMHUYECKYIO (popMy;

¢ BapHaHT TCUYCHHUS,

¢ popMy nopaxeHusi BHyTPEHHUX OPTaHOB.

Ipumep. CCJl, nubdys3nas dopma, ObICTPONPOrpEeCcCCUPYIONICE TEUEHUE.
[TnoT-HbI1# OTEK/MHIYpALHs KOXKU (yKa3aTh JOKAIU3aIUI0), CHHApOoM PeitHo, (ub-
PO3UPYIOIIMI aTbBEOJIUT, IOPAXKEHUE MUOKAP/A C HAPYLIEHUSIMUA PUTMA U ITPOBO-
JTUMOCTH.

2.5. OCHOBHBIE TTPUHIIUIIBI TEYEHU A
enu Jeuenust
» Koppexkiust cocy1MuCThIX HApYIICHUH U MPOPUITAKTUKA UX OCIIOKHEHHI.
* 3ameyieHre mporpeccupoBanus Gpudposa.
* [Ipodunaktuka u JedeHue MOPAKECHUN BHYTPEHHUX OPTaHOB.
* Yy4dieHue KauyecTBa KU3HH.
* YBenu4eHue NpoA0KUTEIbHOCTH KU3HHU.
IToxa3zanusa Kk rocnuTaJIN3alUH
* YTOUHEHHE TUarHo3a v moa00p JICUeHHUs.
 Briepssie BoisiBrieHHast CCJI, ocobenHo pansss craaus nuddy3Hoi GopMebl.
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* [Iporpeccupyromuii cuaapoM PeiiHo, peuauBHpyIOIKE SI3BEHHBIE TTOpa-
KEHUSI KOKU U TaHTPEHA MaJIblIeB KUCTEN U CTOII.

* [Iporpeccupyroiiee nopaxeHue JErkux (GpuOpo3upyroNuid aabBEOIUT, -
royHas TUIEPTEH3Hs), cep/illa (HEKOHTPOJIMpyeMasi apuTMHUs, CeplieuHas HeAocTa-
TOYHOCTh, 3KccyaaTuBHbld mepukapaut), JXKKT (aronuss xenmynka, CUHIPOM
MasibabcopOIuu, TICEBAOUIICYC, KPOBOTECUEHUE).

* [TosiBIeHHE TTPU3HAKOB CKJIEPOJECPMHUECKOTO MOYEHHOIO Kpu3a (3JI0Kaue-
CTBEHHAs TUTIEPTOHUS, HapyIlIeHUE (PYHKIIMH MOYEK).

* BeipaxeHHas1 aHEMUSL.

HemeankamMeHTO3HOE JIeUeHUE

bonbapiM CCJ] HE0OX0auMO coOJIIOAaTh ONpEAeHEHHBIA PEXXUM, H30eraTh
MICUXOAMOIIMOHAIBHBIX HArPY30K, JJIMTEILHOTO BO3ICUCTBHS X0JI0a U BUOpaIuy,
YMEHBIIUTH IpeObIBaHNE HA COJIHIIE. [|J1s1 yMEHbIIIEHUS YaCTOThl U UHTEHCUBHOCTHU
IPUCTYIIOB Ba30CIa3Ma PEKOMEHJOBAHO HOLIEHUE TEMJIOW OJIEKIbI, B TOM YHCIIE
COXPAHSIOIIEr0 TEIUIO HUKHETO Oenbsi, TOJIOBHBIX YOOPOB, IIEPCTIHBIX HOCKOB H
BapexeK BMecTo nepuarok. C 3ToH ke 1eNIbl0 HE0OX0UMO PEKOMEHA0BATH 0O0JIb-
HOMY OpOCHTb KypUTb, OTKA3aThCs OT YHOTPEOJICHUs KOPe U coaepKaIuX KopernH
HaIMTKOB, M30eraTh NpuéMa JIEKapCTBEHHBIX CPEJCTB, BBI3BIBAIOLIMX BAa30CMA3M:
CUMITATOMUMETUKOB (3deapuH, amdpeTramMuH, 3proramuH), B-anpeHo010KkaToOpoB.
BosibHBIM C BBISIBICHHOUN TMIIOTOHUEHN MUINEBOAA PEKOMEHIYIOT 4acTO APOOHO IMH-
TaTbCsl, HE JIOKUTHCSA B TEUCHHUE 2 4. MOCJE MpUEéMa MUIIH, CIIaTh HA KPOBATH C
IPUIIOAHATHIM TOJIOBHBIM KOHIIOM.

MenukaMeHTO3HOeE JieueHne

Jleuenne OonbHBIX CCJl 1OMKHO OBITH pAaHHUM, NATOT€HETUYECKU OOOCHO-
BaHHBIM, KOMIUIEKCHBIM (C Y4E€TOM CJIOKHOTO MatoreHe3a 3aboseBanusi) u audde-
PEHIIMPOBAHHBIM B 3aBUCHMOCTH OT TEUYCHHS, KIIMHUYECKON (POPMBI U XapakTepa
OpraHHOM martojoruu. Tak Kak 3a00JieBaHUE HOCUT XPOHUYECKHUIN MPOrPECCUPYIO-
IIUI XapaKTep, JIEUEHUE MPOBOJAT JJIUTEIBbHO, MHOT /1A MMOKU3HEHHO.

OcHOBHBIE HampaBJICHUs] MeIUKaMEeHTO3HOro Bo3aercteus npu CCJ — co-
CyIucTas, MPOTUBOBOCTIAIUTEIbHAS U aHTU(DUOPO3HAS Teparusl.

Cocyaucras repanus

Cy1iecTByeT 00bIION apceHa COCYIUCTBIX MPENnapaToB, U3 KOTOPBIX Ha Mep-
BBIN IJIaH BBIXOSAT OJIOKATOPHI KAJBIIMEBBIX KaHAJIOB (HUGEAUIUH U JAp.), THTUOU-
Topbl ATI® (kanronpui u ap.) ¥ npoctarianaud Eq (ammpocTaui, Ba3amnpocTaH).

[TokaszaHus K X HA3HAYECHUIO:

- cuHApoM PeitHo 1 ero ocinokHeHUs (MIIEeMUs, HEKPO3bl);

- JIErO4YHas TUIIEPTEH3MS;

- noueyHas Al

brokaTophl KalblMEBbIX KAaHAIIOB HA3HAYAIOT YKE B Hayajie 3a00JIeBaHus B aieK-
BaTHOM JI03€ C YYETOM BBIPQKEHHOCTH COCYAMCTBIX HApYIIEHUI U NMEPEHOCHUMOCTH JIe-
yenust. Vimeronwii onpenenéHHple mpeuMyInecTBa HudeaunH HazHavaroT B 03¢ 30-60
MT/CYT. OTAEIBHBIMUA KypCaMU WIH JIJMTENBHO (B TeueHue rojaa). [Ipemapar ymeHbimaet
YaCTOTY M UHTEHCUBHOCTH 3MU30/I0B BA30CNa3Ma, YCKOPSET 3KUBJICHUE TUTUTATbHBIX
S13B, TIOBBIITIAET KPOBOTOK. [1000uHBIC siBeHUs (pedprieKTopHas TaXUKapaus, TOJIOBHAS
00J1b, TUTIEPEMHUSI JIMITA, OTEKH JIOBDKEK U Ap.) HaOmonaoT y 1/3 6ompHbIX. [Ipumene-
HYE HU(ETUNIHA TPOJIOHTMPOBAHHOIO JIEMCTBHS YMEHBIIAET YacTOTY MOOOYHBIX (-
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(peKTOB MpH COXpPaHEHNH BHICOKOM KIIMHMYECKOM 3dexTrBHOCTH. [IpH Henepenocumo-
cTu HU(EIUITNHA BO3MOXKHO Ha3HAYeHHE APYTUX OJIOKATOPOB KATBIMEBBIX KAHAJIOB:
amwionunuHa (5-20 wmr/cyt.), denomunuHa (5-10 wmr/cyt.), Bepamammia (120-360
Mmr/cyt.), auntuazema (90-240 mr/cyt.). [Ipy HamMumMy OOOYHBIX SIBIICHUHA PEKOMEH/TY-
FOT CHIKEHHUE JI03bI, IEPEPHIB B JICUEHNH, HHANBUAYAJIbHBIN OA00p Npenapara.

Baxxnoe mecto B neuennu 60mbHbIx CCJl 3annmarot uaruoutopsl AIID (kamTo-
IpWI U Jp.), CYIHIECTBEHHO M3MEHMBIIIE TIPOTHO3 Y OOJIbHBIX ¢ UCTUHHOW CKIIEpOJIEp-
MHYECKOHN TTOYKOM, COIPOBOXKIAIOMICICS BhIpakeHHOM Al' M Ba3oKOHCTpUKIMEn. VH-
ruouTopsl AII® Ha3HAYarOT MO BUTAJIBHBIM IMOKA3aHUSIM B 033X, KOHTPOJIUPYIOIINX
A/l (xarrronpuut o 50-150 mr/cyt., Mmakcumanbao — 10 300 mr/cyt.). Lemecoobpa3Ho nx
COYeTaHHE C OJIOKATOpaMHU KaJIbIIMEBBIX KAHAJIOB, J€3arperaHTaMu; MpH HapacTaHUU
MOYEYHON HETOCTATOYHOCTH — C TEMOIUATIM30M, reMotnaduibTpaimeil. ekt uHru-
outopoB AIID BeIpaykaeTcsi B CHIKEHUH M HOpManm3armu AJl, yMEeHBITICHUY WK HC-
YEe3HOBEHUHM TOJIOBHBIX 00JieH, cradumu3aiyi GyHKIMU [oYeK, O0IIeM yIyqIleHU! CO-
crostaust. [lonoxxurensHoe aerictBue HHruOUTOpHl AIID OKa3bIBAIOT MPH JIETOYHOM TH-
MIEPTEH3UH, SIBICHUSAX CEPACYHON HEIOCTATOYHOCTH, HAPYIIEHUSX MUKPOLMPKYJISLHY,
YTO 00YCIIOBIIMBAET IIIMPOKOE MPUMEHEHHE TpenapaToB 3Tou rpymibl y 6oiabHbIX CC/I.

Aumpoctaant (Ba3anpoctaH, npocTtarianand Ej) — npenapar BeiOopa npu mpo-
IPECCUPYIONIEM CUHAPOME PElHO M TSHKENBIX COCYQUCTBIX MOPAKEHUAX C UIIEMHUYE-
CKMMH HEKpO3aMH MaJblIEB PYK U HOT. PekoMeHa0BaHO MeieHHoe (B TeueHue 120-
360 MuH.) BHYTPMBEHHOE BBEJCHHE IIperapaTta B 03¢, SKBUBaJeHTHOM 10-20 Mkr
ammpocrtaauia (cogepkumoe 1 ammysbl Bazanpoctana pa3Bogsat B 100-200 mi 0,9%
pactBopa Hatpus xjiopuna), 20 nepdysun Ha Kypc, 2 Kypca B roll. biaarogapss MHOrO-
IUIAHOBOMY (papMaKoJIOTHYECKOMY JIEUCTBHIO aNPOCTAIIIA (Ba30IMIaTalus, [TO1aB-
JICHWE aKTUBHOCTH U arperaiyu TPOMOOIIUTOB, MOBBIIICHHUE TUIACTUYHOCTH SPUTPOILIU-
TOB U JIp.) MOKHO OXKMJaTh M CUCTEMHOro 3ddekTa npemnaparta. Brirouenue ammpo-
cTaguiia B KoMIUIeKcHoe JieueHre 0onbHbIx CCJl 1 apyrumMu peBMaTHYeCKHMMU 3a00-
JICBAHUSIMU C COCYAMCTHIMU HApYIICHUSMH JA€T MONOKUTENbHbIA 3hdexT y 80%
OosbHBIX. [IOBTOpHBIE KypCHl alMmpoCTauiia MPOJIOHTUPYIOT MOJXYYEHHBINH A(PQEKT,
OKa3bIBasi HE TOJBKO JIeYeOHOE, HO U MPO(UIAKTUYECKOE JECUCTBHE HAa COCYAUCTYIO
natosioruto. Ecte HabmoAeHUs MOJ0KUTEILHOTO P deKTa aamnpocTaauia mpu Jeroy-
HOU runepreH3uu. [IpuMeHeHue anmpocTaauia BO3MOXKHO Y JIMI] CTapUIEro BO3pacTa,
KOT'7Ia TIOPaXEHUE COCYAOB HEpPEeIKO MMEET CMEIIAaHHbIM reHe3 (CoyeTaHue ¢ aTepo-
CKJIepo30M, 1uadbetom u Jp.). [lepenocumocTs npenapara 00baHO Xoporast. [1o604-
HbIE JICUCTBUSL OTHOCUTEIBHO pelKH (BpeMeHHoe cHIkeHue AJl, ronoBHas 00Ib, TU-
nepeMusi B MECTE MHBEKITUH) M OOBIYHO HE TPeOyr0T OTMEHBI Ipernapara. BazamnpocTtan
IIPOTUBONOKA3aH MPY TSHKEIION CEPIEYHON IAaTOJIOTUH, CEPACYHON U NTOYEYHOU HENO-
CTaTOYHOCTH, MH/AUBUYaIbHOW HETIEPEHOCUMOCTH Ipenapara.

Jpyrue npenapaTsl 3TOM I'PYNIbL: UIOMPOCT U MONPOCTEHON — CUHTETHYE-
CKHE aHAJIOTW MNpOoCTAlUKIMHA. OKa3blBalOT BBIPAXKEHHOE COCYIOPACIIMPSIOIIEE
NEUCTBUE, NPUMEHSIOTCA JJIS JICYEHHUs] BBIPAXKEHHOTO CUHIApoMa PenHo, ero
OCJIOKHEHUU U JIETOYHOU TMIIEPTEH3UU.

Jlia nedenust IErOYHOM TUIIEPTEH3UH B TTOCIIEHUE TOABI YCIIEITHO UCHOIb3YIOT
003eHTaH — aHTAarOHUCT PEIENTOPOB PHAOTeNMHA-1 — B 03¢ 62,5-125 mr/cyt. O1™me-
YEeHbI CHIDKEHHE JIETOYHOTO JIABJICHHUS, TMOBBIIICHUE TOJIEPAHTHOCTH K (DU3NYECKUM
Harpyskam, Ipy JJIUTETLHOM NPUEME — YITyqIlIEHUE BELHKMBAEMOCTH.
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Bazogunaratopsl 11e1ecoo0pa3Ho coyeTaTh C aHTHAarperaHTaMu: MEHTOKCU(HII-
muHoM (TpenTan nepopanbHo 400-800 Mr/cyT., mpu HEOOXOIUMOCTH BHYTPHBEHHO,
i Ba3oHHT 110 600-1200 mr/cyt.), aumupuaamonoM (Kypautii) (150-200 mr/cyt.),
napeHTepaJIbHbIM BBEICHUEM PEOIONUTITIOKHHA (KanenbHo 1o 400 My yepe3 JeHb,
8-12 mepdy3um Ha Kypc), IpyruMu aHTHONpoTekTopamu. llenecoobpasHo mpose-
J€HHE 2-3 KypCOB BHYTPUBEHHOI'O BBEJICHUS B T'OJl, B HHTEPBAIAX — MEPOPATBHBIN
npuéM aHTHArPEraHToB.

[Ipy HaMUYMKM MPU3HAKOB TUIMEPKOATYIISIIUNA, MUKPOTPOMOO30B PEKOMEH/I0-
BAaHO BKJIIOUYEHHE B TEPANIEBTUYECKHI KOMILJIEKC aHTHUKOATrYJISHTOB: relapuHa I10
5000 EJl moakosxxHO 2-3 pa3a B J€Hb WU HAJPOMApHH Kanblus (ppakcumnaput) ¢
MOCJICAYIONIMM TIepexoioM Ha BapdapuH winu GeHusuoH (penunuH). Bo3moxxHO
COUYETaHNE AHTHKOATYJISIHTHOW TEparuy ¢ TPUEMOM aHTHUATPEraHTOB (MaJble JT03bI
AlETUIICATTUIIUIIOBOM KUCJIOTHI).

I[IpoTuBoOBOCTIAIUTEIbHAS TEPANTUSA

[IpoTuBOBOCHIONMTENBHAA Tepanus npuMmeHsercs B panHed craauun CCJI
pu OBICTPONPOrPECCUPYIOLIEM TEUEHUH U BBICOKOW aKTMBHOCTH MATOJIOIMYECKO-
ro Ipoiecca.

* HIIBII B cTaHIapTHBIX TEPANEBTUYECKUX 033X MOKA3aHbI ISl JICUCHUS
MBIIIeYHO-cycTaBHbIX TposBieHuit CCJl, croiikoi cyOGheOpunbHOl JTUXOpaaKu
(BbIcoKast uxopanka st CCJL He xapakTepHa).

* [ II0KOKOPTHKONABI TI0Ka3aHbl MPHU IporpeccupymomemM aupdy3sHoM Mo-
PKEHUU KOXKH U KIIMHUKO-JIA0OPATOPHBIX MPU3HAKAX BOCHAIUTEIHBHON aKTUBHOCTH
(apTpuUT, TCHOCUHOBUT, MHO3UT, CEpO3UT) B HEOObINX (15-20 Mr/cyt.) no3zax. [Ipu
bubpozupyromem anpBeoaute mo3a I'K moxer Ob1Th yBemuuena no 30-40 mr/cyr.,
npu nommumuosute (CCH-momumuosut) — g0 40-50 mr/cyt. Ilpuém BBICOKUX 1103
MOJKET YBEJIMYUTh PUCK PAZBUTHUS CKIEPOAECPMUUECKOTO TOYEYHOTO KpHU3a.

* Huxnodgochamua npuMEHSIOT IPU UHTEPCTULUATBHOM 3a00JI€BaHUU JIET-
kux (pudpozupyrommii abpeosuT), panueir CCJl, OpIcTponporpeccupyromnieM Teue-
HUM, 00b14HO B kKoMOuHaImu ¢ ['K u nenummamunom. HazHauaror BHyTpUBEHHO B
no3e 800-1000 Mr oguH pa3 B Mecsll WIM BHYTPb 2 MI/KIXCyT.). BHyTpuBeHHOE
BBEJICHUE MPEANOYTUTEIBHO, TaK KaK HAOJIOMAETCs MEHbIAs 4acToTa MOOOYHBIX
7¢h(dEeKTOB (B TOM YHCIE TEMOPPArHYECKOro ITUCTUTA), IO CPABHEHUIO C MPUEMOM
BHYTpb. [lynbc-Tepanuio nukiopochaMuioM IpoaonKaroT 10 MEHbIEH Mepe B Te-
yeHue 6 Mec. (mpu oTCyTCTBUM MOOOYHBIX 3 dekToB). [Ipy MonoxkuTENbHON TUHA-
MUKE JIETOYHBIX (PYHKIIMOHAIBHBIX TECTOB M PEHTI€HOJIOIMYECKUX U3MEHEHUN WH-
TepBaJ MKy C€aHCaMU MyJIbCTepanuu HUKI0o(pochaMuIOM YBEIUUUBAIOT 10 ABYX
MECSLEB, & TPU COXPAHEHUU MOJIOKHUTEIBHON TMHAMUKH — JI0 3 MeC.

[Tynsc-Tepanuto mukinodochaMuoMm HEOOXOIUMO MPOBOAUTH MO MEHBIIEH
Mepe B TEUCHHE 2 JIET.

* MeToTpeKcaT MoKa3aH MpU BIPAXKEHHOM MOPaKEHUH CYCTaBOB M MBIIIII,
nepekpéctHoi popme CCJI; cnocoOeH yMEHbIIUTh paCPOCTPaHEHHOCTh U BhIpa-
KEHHOCTb YIIJIOTHEHHS KOXKH, HO HE BJIMSIET Ha BUCLEPAIbHYIO MaTOJOTHIO.

* Bo3MOXHO HCIIOJIB30BAHUE a3aTHUOIPUHA, XJIOPaMOyIuia (XJIOpOyTHHA).
NmeeTcst MOM0XKUTENBHBIN ONBIT NpUMEHEHUS IuKiIocniopuHa s aedeHuss CCJ,
OJIHAKO €r0 MCTOJIb30BaHUE 3aTPYAHEHO B CBSI3U C HEPPOTOKCUUHOCTHIO.

* BuyrpuBennsblii ummyHoro6yaun (1V1g) ucnonb3yercs: cpaBHUTEIILHO
penko npu CCJl, HO MOXeT ObITh PEKOMEH/IOBaH B CIy4asiX aKTMBHOIO, TOPIUI-
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HOTO W/WJIK acCOIMUPOBAaHHOTO ¢ MH(eknueil 3aboneBanus. Haznavyaercs mo 06-
mieit cxeme B fo03e ot 0,4 10 2 I/Kr B CyTKH BHYTPHUBEHHO B TE€UEHHE 2-5 ITHEM,
exxemMecsyHo 10 HacTyruieHus addexra. [lepeHocuTcs xopoio.

TpanciuiaHTalMs ayTOJOTMYHBIX CTBOJIOBBIX KJIETOK WHOIJA C YCIEXOM
npUMeHsieTcss TpU TSDKENOM, mporHoctuuecku HebmarompustHo CCJl, HO TpeOyer
CJIOKHOM TPEIBAPUTEIILHOM MOITOTOBKY U MOCIIETYIOIIETrO TIATEIHHOTO HAOMIOACHHS.

* AMHUHOXMHOJIMHOBBIE Mpenaparbl — xjopoxun (nenarmn) no 0,25 r/cyr.
WIK THIPOKCcUxJiopoxuH (makBenuwn) mo 0,2-0,4 r/cyT. HepeaKo BKIIOYAIOT B KOM-
IJICKCHYIO Tepanuio, 0oco0eHHo npu xpoHuueckoM teueHnn CCJI. bonbHble nmomyya-
0T IpenapaTbl aMUHOXWHOJIMHOBOT'O PsiJia HENPEPBHIBHO B TEYEHHE I0J1a, OCIIE YEr0o
MOYKHO TIEPEUTH HA KYpCOBOW MPUEM MIpernaparTa B BECCHHUN U OCEHHUM MIEPUO,.

AHTH(DUOPO3HAA Tepanus

AnTduOpo3Has Tepanus mokaszaHa yxxe B panneit craauu auddysnoit CC.

W3 rpynmbl aHTHGUOPO3HBIX cpencTB HanOombM 3P dexkTomM o0sIamaeT me-
HULIWLIAMUH (KYTIPEHW U JIp.), OKa3bIBAIOLINI MHOTOCTOPOHHEE JIEWCTBUE HAa METa-
00JIM3M COEIMHUTENILHOW TKaHU M aKTHBHO MOJABIAIOIIMN M30bITOUHOE (hrubpodpa-
30BaHME. JTO CPEICTBO BbhIOOpa MpHU OBICTPOIPOrPECCUPYIOLIEH CKIIEPOAECPMUM,
g dy3HON MHAYpaluu KOXd U (Hudpo3e BHYTPEHHUX OpPraHoB. AHTHU(HUOpPO3HOE
JeWCTBHE Mpenapara peaausyeTcs NpHu JUIMTEIbHOM (He MeHee 6-12 Mec.) mpuMeHe-
HuH B 03¢ 450-900 Mr B JIeHb C MOCIEAYIOIMIMM CHUXEHUEM WM HCHOJIb30BAaHUEM
nojaepkuBaromux 103 (250-300 mr/cyt.) B Teuenue 2-5 snet. Knuauueckuit s ekt
HPOSIBIISIETCS TTOJIOKUTENTBHON TUHAMUKON KOKHOTO CHUHApPOMA (YMEHBIIEHUE UHY-
panuu U Jp.), CYyCTaBHO-MBIIICYHBIX (YBETUYCHHE 00bEMA JBU-KEHHUI) U COCY/H-
CTBIX HapyllleHUil (yMEHBIIEHHUE MPOSIBIIEHUI cuHaApoMa PeitHo, yiydiienue Tpodu-
KU TKaHel). ¥ yacTu OOJIBbHBIX OTMEUEHBI MOJIOKHUTENbHAS TUHAMUKA CO CTOPOHBI
cepaLa, JIETKUX U NUILEBApUTEIbHOIO TPAKTa, 3aMEJIEHHE NIPOrPECCUPOBaHUS U Ja-
&Ke perpeccusi (4acTU4YHasl) MATOJIOIMYECKOro Mpolecca. YBEIUMYUBACTCS BbIKUBAE-
MOCTh 0OJIBHBIX. B cityyae mosiBneHus nmoOOYHOro ACUCTBUS Ipenapara (IepMartur,
JIMCTICTICHYECKUE HapylleHus, Hedpomatusi u Jp., BeIABISIONMEC y 1/3 OOMbHBIX)
HEOOXOAMMBI CTPOTUN BpaueOHbI KOHTPOJIb, TPEKPALICHUE JICYEHUS] UITH YMEHbIIe-
HUE J103bl MEHUIIWJUIAaMUHA TIpU ocliokHeHusx. Hanbosee onacHbl U TpeOYyIOT OTMe-
HBI MIperapara yrHeTeHUe KPOBETBOPEHUS U HEPPOTOKCHUYECKOE JICHCTBHE.

B oTaenbHBIX HCCIenOBaHUAX IIOKa3aH OnaronpusaTHBIA 3(PGEeKT peKoMOu-
HAaHTHOTO YUHTEp(EpOoHa, MPEUMYIIECTBEHHO B OTHOIIEHUH (rOpo3a Koxu. OgHaKo
OTMEYEHBI HeXelaTeNIbHbIe TOOOYHbIE ACUCTBUS MpenapaTa, BKIOYas pa3BUTHE MO-
YEYHOro Kpu3a. YMEpEeHHBIM aHTH(PHOPO3HBIM 3(h(dEeKToM 001a1aeT TakKe KOJIXU-
LI1H, HO €r0 MPUMEHEHNUE OIPAaHUYECHO OOJIBLIMM KOJMYECTBOM MMOOOYHBIX SIBICHUI.

[Tpu mopakeHUr MUIEBAPUTEIHLHOTO TPaKTa, TOMUMO OCHOBHOM Teparuu,
OOJIbHBIE MOJYYaIOT JTOMNOJHUTEIBHO aHTHUCEKPETOPHBIE U MPOKUHETUYECKUE TIpe-
napatsl (OMenpa3o, PAaHUTHINH, METOKJIONPAMU U JIp.).

* Omenpazon — UITH, a¢ddextruBeH B 1e4eHUU 3pO3UBHOTO pediirokc-330¢ha-
ruta. [Ipuém 1-2 kancyn (20-40 mr) B Teuenue 2-8 HeAd. AAET OTYETIUBBIA dPeKT
(MCYE3HOBEHUE MYUYUTEIBHON U3KOTH, 3a’KUBJICHUE DPO3U).

Panutuaun (m npyrue Oiokaropsl Hp-perientopoB rucraMuHa: IUMETHIINH,
(GaMOTHAMH) TaKKe YMEHbILIAeT MpOsiBIEHUsl pedrokc-330¢arura, npu HeoOXo-
JUMOCTH BO3MOKHO COUYETAHUE C OMENPA30JI0M.
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[TopakeHHEe KHMILIEYHUKA ¢ CUHAPOMOM HapyIIEHHUS] BCACBIBAHUS CONMPOBOX-
JaeTcs, Kak MpPaBHJIO, U30BITOUHBIM POCTOM MHUKPOQIIOpPHI, YTO OOYCIOBIMBAET
NpUMEHEHUE aHTUOAKTEpUATBHBIX MPENapaToB MIMPOKOTO CIIEKTpa ASUCTBUS (TET-
PAlMKIIMH, aMOKCUIIWIUIMH, nunpodaokcanut). [Ipu uHTeCTHHANIBHON TICEBI000-
CTPYKLIMH ISl YIYUYIIEHUS] NEPUCTATBTUKH PEKOMEHOBAHO HA3HAYEHUE JJINTEIb-
HO JICUCTBYIOIIETO COMAaTOCTaTHHA — OKTPeoTH 1a 10 50 MTI/CYyT ITOIKOKHO.

Xupypruueckoe Jie4eHue

XUpypruyeckoit jJeueHue MPUMEHSIOT PEIKO: 3TO IMJIACTUYECKUE ONEpaIUU
(B obmactu nuia, KUCTEW W 1Ip.), AUTUTAIbHAs CUMIATIKTOMUS, aMIyTauus, Oy-
KUPOBAHHE W SHJIOCKONMYECKas JWJIaTalys MUIIEBOJA MPU BBIPAKEHHON CTPHUK-
Type, TPAHCIUIAHTALIUS TTIOYEK.

JKCTPAKOPNOPAJILHbIE MeTO/IbI JiedeHus (T1azMadepes) UCTIONb3YIOT 10 T10-
Ka3aHWsM, TJIABHBIM 00pa3oM MpH akTUBHOM ObicTporporpeccupyromeii CCJI, mopaxe-
HUU TOYEK, JIETKUX (B COYETAHUM C TATOTCHETUYECKONW MEMKAMEHTO3HOM Tepanuen).

B cucremy komriuiekcHOTO JiedeHus: U peadbunutaiuu 6onbHbIXx CCJI BXOasT
TaKkKe JeueOHasi TMMHACTHKA, Maccax, JIOKaJdbHas Tepanus (Ma3u, anuIiMKauuu U
1p.), buznoTepanus U CAaHaTOPHO-KYPOPTHOE JieueHue (OaIbHEO- U TPS3EICUCHUE) —
[IPY HEAKTUBHOM Ipouecce U xpoandeckom teuennn CC/I.

CucremHas ckiepoaepMusi 1 0epeMeHHOCTh

[IpotuBonokazanus k OepemeHHocTd — auddy3Has popma CCJl, BeIpakeHHbIE
HapylieHus: PyHKIMI BHYTPEHHUX OpraHoB (cep/ie, JErkue 1 mouku). [lpu mumuTu-
poBaHHOU (opme u xpoHndeckoM TedyeHur CCJl 6epeMeHHOCTh He IPOTUBOIIOKA3aHa.
OnHako BO BpeMsi OEpEMEHHOCTH MOKET Pa3BUThCS OPraHHAs MATOJIOTHSl, B CBA3U C
YeM Ba)KHbI HAOJIIOJICHHUE U PEryJIsipHOE 00CIIeI0BaHUE, COBMECTHOE BEJIEHHE OOIBHOM
PEBMATOJIOTOM U aKyliepoM-TuHekonoroM. B ciyyasix BeisiBienust CCJL Bo Bpems Oe-
PEMEHHOCTH HEOOXOIM TIATEIHHBIN MOHUTOPHUHT (DYHKIIUIA TIOYEK U Cep/IIIa.

IMoka3zaHusl K KOHCYJIbTAUMHU APYTHX CHEIHAINCTOB

» KapauoJor:

- TsDKENBIE POPMBI HAPYIICHUS PUTMA U TIPOBOJIUMOCTH;

- Al

- cepAe4Hasi HeI0CTaTOYHOCTb.

* 'acTpo3HTepoJior:

- )K€y IOYHO-KHUILIEYHOE KPOBOTECYEHHUE;

- CTPUKTYpa MUILEBOJA;

- CUHAPOM MaJibaOCOpOIIUU.

* HedpoJior: npusHaku porpecCUpyrowero nopaxkeHus MovekK.

* [IyJAbMOH0J10T: MOHUTOPUHT UHTEPCTUIIMAIBHOTO 32a00JI€BaHUS JIETKUX.

* AKylIep-rHHeKo0JI0r: 00CYKICHUE BOMPOCOB IIaHUPOBAHUSI OEPEMEHHOCTH.

IIpumepHbIe CPOKH HETPYAOCTIOCOOHOCTH

Bonwsabie ¢ octpoit 6eicTpo mporpeccupyromeir CCI HeTpynoCnoCcOOHBI U
JOJKHBI OBITH MepeBe/leHbl Ha MHBAIUAHOCTH. [Tpu mumutupoBannoit CCJ xpo-
HUYECKOTO TEUEHUs OOJIbHbIE OrPAaHUYEHHO TPYJIOCHOCOOHBI M JIOJKHBI OBITh
OCBOOOXKICHBI OT TSHKENON (u3nuecKkol pabOThI, OXJIAXKICHUS, BO3ICHCTBHS XU-
MHUYECKUX areHTOB (HeoOXoauMa MEIMKO-COIMalibHas sKcreptusa). [IpumepHsbie
CPOKH BpEMEHHOM HeTpyaocrnocodHocT — 45-90 nHei.

JanbHeiilee BeeHne
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Bce 6ompabie CCJl moamexaT TuHAMUYECKOMY HAOMIOACHHUIO, YTO TI03BOJIS-
€T TIPOBOJIUTH OIEHKY aKTHBHOCTH OOJIE3HHW, CBOCBPEMEHHO BBISBIISITH OPTaHHYIO
NaTOJIOTHUIO U, MO MOKa3aHUAM, KOPPEKTUPOBATh Tepanuto. BpaueOHbIll ocMOTp, B
3aBUCUMOCTH OT T€UEHUSI 00JIE3HU, HAJTUUMSI U BBIPAXKEHHOCTH BUCIIEPATIBHBIX TO-
paXXeHU, MPOBOJAT Kaxple 3-6 mec. OTHOBPEMEHHO JIeNal0T 001re U OMOXUMHU-
YECKUE aHAJIM3bl KpOBH W MOUH. [Ipu MOBTOPHBIX BH3UTaX OOJILHOTO Bpady HEOO-
XOJIMMO TPOBECTH AKTUBHBIA PAacCIpOC, YTOOBI OLEHUTh IUHAMUKY CHUHApPOMA
Peiino, nposiBIIeHUs] MUILIEBOJHOTO pedIitoKca, OJIBIIIKH, APUTMHUH U JIP.

[Tpu ocMoTpe ciemyeT oOpamiarh BHUMaHUE Ha PacIpOCTPaHEHHOCTh U BbI-
PaXXEHHOCTh YIUIOTHEHUS KOXKH, 0a3aIbHOM KpEMUTAIIUU B JIETKUX, HA TTOBBIIIICHUE
AJl, HanWuMe TUTUTAIBHBIX 53B U 0T€KOB. HeoOxonuMo uccienoBanue QpyHKIIUU
BHemHero nbixanusd u DOXOKI'. YV 00ipHBIX, MpUHUMAIOMUX BapQapwuH, CIeayeT
KOHTPOJUPOBATh MPOTPOMOMHOBBINA UHIEKC U MEXKIyHAPOJIHOEC HOPMAIM30BAHHOE
otnomenue (MHO), a npu neyennn nukinohochaHoM — KOJINISCTBO JICHKOIIUTOB B
nepudeprudeckoil KpOBU U YPOBEHb TPAHCAMUHA3.

IMPOT'HO3

[IporHo3 HeOnaronpusTHBIA npu JUPY3HON OBICTPONPOTrPECCUPYIOIIEH
CCJl u oTHOCHUTENHHO OJIArONIPUATHBIN MTPU XpoHUYecKoi tumuTupoBannon CC/I.
ITo pesynpraram ananuza 11 ucciaenoanuii ¢ yuyactuem 2000 6ompabIXx CCl, 5-
JIETHSS BBDKMBAEMOCTh BapbupyeT oT 34 no 73%, B cpeaHem cocrtasisier 68%.
Puck cmeptu ipu CCJ] B 4,7 pa3za Bbllie, yeM B nomyiasiuuu. [IpeaBecTHUkU He-
0JIaroNpUATHOTO MPOTHO3A:

- nuddysnHas dpopma;

- OBICTPOIIPOrPECCUPYIOLIEE TEUECHHUE;

- BO3pacT Havaia 0oJsie3Hu cTapiie 45 jer;

- MYXCKOH 11011, GuOpo3 JIETKUX;

- JIETOYHAs TUIIEPTEH3HUS;

- APUTMUSL;

- IOpa)kKeHHE MOYEK B MepBbie 3 rojia 00Je3HH;

- aHEeMHuS,

- Beicokast COD B nepsbie 1-2 rona 60e3Hu;

- IPOTEUHYPUS B Hayase 00JIC3HU.

B nmocnennue necaTuiieTHs B CBSI3M ¢ 0oyiee paHHEH NMArHOCTHKON M a/ieK-
BaTHOU Tepanueit nporao3 CCJI ymyummcs.

PA3ZAEJINIl. CUCTEMHAS KPACHASA BOJTYAHKA

CucremMHasi KpacHasi BOJJYaAHKA — CUCTEMHOE ayTOMMMYHHOE 3a00JieBaHuE
HEW3BECTHOW ATHOJIOTUH, XapaKTEPHU3YIOIIEECs TUIEPIPOAYKIIMENH OpraHO-HecIe-
U(UUECKUX ayTOAHTHUTEI K Pa3TUYHBIM KOMIIOHEHTaM KJIETOYHOTO si/ipa ¢ pa3Bu-
THEM UMMYHOBOCHAJIUTEILHOIO MOBPEKICHUS TKAHEW U BHYTPEHHUX OPTaHOB.

KOJI ITO MKB 10

M.32 CucremHasi KpacHasi BOJT4aHKA.

SITMJEMUOJIOT A

3a6oneBaemocTh CKB konebinercs ot 4 no 250 ciyyaeB Ha 100 000 nHacene-
Hus. [Iux 3aboneBaemocT mpuxoautcs Ha 15-25 mer. XKeHmuHbI cTpanaoT B 8-
10 pa3 4aiie MyX4uH. Y [eT€ll COOTHOIIEHUE JI€BOUYEK K MaJbYMKaM MEHBIIE —
3:1. B mpenybepTraTHOM BO3pacTe 4acToTa 3a00JIEBIIMX MaJbUUKOB M JIEBOUEK
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npumepHo oauHakoBa. CKB Haubonee yacTo pa3BUBaeTCS B PENPOAYKTHBHOM
BO3pacTe, BO BpeMsi OEpeMEHHOCTH U B MOCIEPOIOBOM Meproje. OTMEUEHO yBeu-
YEHHUE YaCTOThI U TSHKECTU TEUEHHS O0JIE3HU Cpeu JIMIl YEPHOM packl, My3pTOPHU-
KaHIeB, kuTanueB. CMeptHOCTh pu CKB B 3 pa3za Bblllie, YEM B MOIMYISALNAHN.

[TPOD®UNITAKTUKA

Otuonorust CKB HensBecTHa, B CBS3U C YeM IepBUYHAs TpodriakTrka 3a0051e-
BaHus He npoBoauTcs. [IpodunakTuieckrie MEpONPHUATHS CBOAATCS K PEIOTBPAIICHUIO
o0ocTpeHuid 3a00J1eBaHus U Pa3BUTHS TOOOYHBIX 3(D(PEKTOB JIEKAPCTBEHHON TEPAITHH.

3.1. KTACCUOUKALINA

XapaxktepHasa ocobennocts CKB — mMHOroo6pasue KIMHHYECKHX MpOsBie-
HUIl 1 BapuaHToOB TeueHus Oone3Hu. Knaccuduxamus CKB Bkmrodaer onpenerne-
HHUE BapHaHTa T€YEeHUs OOJIE3HU B 3aBUCUMOCTHU OT XapakTepa Havaina (ocTpoe, mo-
JOCTPOE WK MEPBUYHO-XPOHUYECKOE).

OcTtpoe TeyeHue 3a00/1eBaHHsl. XapaKTEPHO OBICTPOE pa3BUTHE MYJIb-
THOPTAHHBIX NPOSIBIEHUN, BKItOYas nopaxkenue nouek u [{HC, u Bpicokasg nmMmy-
HOJIOTUYECKasi aKTUBHOCTb.

IHogocTpoe Teuenue. B 1edroTe HAOMIOAAIOTCS KOHCTUTYIIMOHAIBHBIE CUMITTO-
MBI, HeCTIE[M(PUIECKOE MOPAKEHNE KOKHU U CyCTaBOB. 3a00JI€BaHHUE MTPOTEKAET BOJIHO-
00pa3Ho, C MEPUOANYECKUM BO3HHUKHOBEHHEM OOOCTPEHHM U PA3BUTUEM IOJIMOPraH-
HOW CUMIITOMAaTHKH B TEYEHUE 2-3 JIET C MOMEHTA IOSIBICHNUS [IEPBBIX CUMIITOMOB.

IlepBU4HO-XpOHMYECKHIT BApUAHT TeyeHHMs. CBONCTBEHHO INTEIIBHOE
IPEBATMPOBAHNE OJTHOTO WJIA HECKOJIBKAX CUMIITOMOB: JUCKOUIAHBIX BBICHIIIAHUM,
cuHapoMa PeitHo, apTpuTa, CyTOpOKHOTO CHHJIPOMA, T€MATOJIOTUYECKUX HapyIIIe-
Hull, cuaapoma Illérpena. MHOXECTBEHHbBIE OPTaHHbBIE MOPAXKEHUS MOSABIIIFOTCS K
5-10-my rony 6omne3nu. [lepBUYHO-XpOHUYECKUI BapuUaHT TeUeHUs Hauboiee ya-
cto HaOmoaaroT nmpu couetannn CKB u Bropuunoro AD®C.

Kpome Toro, BeIAEHSIOT KIMHUKO-UMMYHOJIOTHYECKUE BAPUAHTHI.

CKB ¢ 1e010T0OM B 1€TCKOM U MOAPOCTKOBOM BO3pacrte. XapakTepHO OCTPOE
TeueHue. B kauecTBe MepBbIX CUMIITOMOB BO3MOXKHBI IOJIMAPTPUT, JIEUKOLIUTO3, JIUM-
(aneHonarus, remnaTo- U CruileHoMeranusi. Pa3zBuTre akTUBHBIX (DOPM BOIYAHOUHOTO
He(puTa y HOAPOCTKOB — KpaitHe HeOJIaronpusITHbIA MPOrHOCTUYECKUIA MPU3HAK.

He6tor CKB B Bo3pacte ctapie 50 jeT («CKB y mo:kmibix») HaOJII0Aat0T B
15-22 % cnydaeB. XapakTepHa BbICOKasl YaCTOTa TIOPAKEHUS CEPACUHO-COCYTUCTON
CUCTEMBI, CEPO3UTOB, BTOPUYHOro cuHapoma IllérpeHa, a Takke MMOBBIIIEHHAs MPO-
OYKIUST pa34YHBbIX ayToaHTuted. Tsokénble ¢opmbl nopaxkenus modek u [[HC
BCTpevaroTcsi peako. [Ipornos Oosiee OMaronpusTHBIN, YeM TPHU «KJIACCHYECKOI»
CKB. Bricoka yacToTa JIeTalbHBIX HMCXOJ0B, OOYCIIOBJIEHHBIX COIYTCTBYIOILIMMHU
3a0oyieBaHUAMHU (WIIeMUYecKass 00JIe3Hb cep/ila, TUIIEPTOHUYECKas 00Ie3Hb, 3J10-
KayeCTBEHHbIE HOBOOOPA30BaHMsI, MHPEKIUU) U OCIOKHEHUSMHU JIEKapCTBEHHOM
Tepanuu (HanpuMmep, KeryA0YHO-KUILIEYHBIMUA KPOBOTCUEHHUSIMH ).

CKB y myxuun. Ha nomo myxxunn npuxogurcst 6-20 % GonmbHbIX. 3a00neBaHre
HayMHAETCs B O0Jiee cTapIieM BO3pacTe, YeM Yy JKEHIMH; XapaKTepU3yeTcsl yBEIMYECHH-
€M YaCTOThI MOPAYKEHUS TIOYEK U HEKOTOPBIMU JPYTMMHU MPOTHOCTUYECKH HEOIAronpu-
ATHBIMH TPU3HAKAMH (CYAOPOXKHBIE TPUCTYIIBI, TpoMOoLmTonenus, Hammuue adJl), a
TaK)K€ HETUIIMYHBIM CYyCTaBHBIM CHHJIPOMOM C BOBJIEYEHHEM CYCTABOB HIDKHUX KOHEY-
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HOCTEH U pa3BUTHEM cakpomienTa y 25% OonbHbIX, 00jee BHICOKOW YacTOTOM JAHUCKO-
UJTHOTO MOpaXKeHUs1 Koku. [IporHo3, o cpaBHEHMUIO C KEHIIMHAMU, 00JIee CEPbE3HBIN.

IMomocTpas koxkHas kpacHasi Boauanka (cubacute lupus erythematosus) —
ocoObrii Bapmant CKB c¢ pacnpoctpanéHHBIME (OTOUYBCTBUTEIBHBIMH TIAITY-
JIOCKBaMO3HBIMU (TICOpHa3u(OPMHBIMU) WM KOJBIEBUIHBIMUA TOTUITUKINYECKUMU
KOXXHBIMH BBICHITaHUsIMUA. CBOeoOpasue 3Toi (HOpMBI B PEIKOCTH TsHKEIOTO mopa-
xenus nouek u [{HC, Bbicokoit yacToTe oOHapyx eHus aHTH-RO aHTUTEN U B Ipe-
o0Jaannuu OOJIBHBIX MYKCKOTO 1M0J1a (COOTHOILIEHUE MYKYMH K *KeHIIMHaM 4:1).

Bropuunsiii A®C paszsuaercs y 20-30 % OonbpHbIx CKB. XapaktepHsl
PELUIUBUPYIOIINE COCYAUCTbIE TPOMOO3BI, aKyIllIepcKasi MaToJIOTHsI, PEKE TPOM-
OOIIMTONIEHUS U JIPYTHE MPOSIBICHUS (CEpAeYHO-COCYIUCTHIE, HEBPOJIOTHUECKHUE,
KOXHbIE U 11p.). B psane ciydaeB ADC moxeT npeamectsoBath cumnromam CKB,
npeo01aaaTh B KIMHUYECKON KapTHHE U ONPENEISATh JeUeOHYIO TAKTHUKY.

CuHIpPOM HEOHATANBbHON BOJTYAHKH — MOJIENb TACCUBHO MPHOOPETEHHOTO
ayTOMMMYHHOT'O 3a00JIeBaHus, CBSI3aH C TPAHCIUIALICHTapHOH Mepenadeil MaTepuH-
CKUX ayTOQHTUTEJN K paCTBOPUMBIM aHTUT'€HAM TKAHEBBIX pUOOHYKJICONIPOTEUHOB: B
nepByro ouepenb RO/SS-A u La/SS-B (Berpewarorcs y 20-30% 6ospabIx CKB 1 He-
KOTOPBIMHM JIPYTUMHU PEBMAaTHUECKUMHU 3a0osieBaHusIMH). [IposBieHuss HeoHATasb-
HOW BOJIYAHKM BKJIFOYAOT IMOPAXEHUE KOXKH, ITHEBMOHMTHI, I'€NAaTOJIMECHAJIbHBIN
CHUHJIPOM, MOpaKeHHE ceplua (MUOKapIUThI, MEPUKAPIUTHI, BPOXKIEHHAS IOJIHAs
nornepeyHasi 0Jiokaga) U UuTONneHuu. [Ipu3HakKu HOCAT TPAaH3UTOPHBINA Xapakrtep,
KaK IMpaBUJIO, OJHOCTBIO MCUE3al0T 0e3 KaKoro-nmubo yieueHus yepes 4-12 Hen no
Mepe SIMMHUHALIMN MAaTEPUHCKUX UIMMYHOITIOOYJIMHOB U3 OpraHnu3Ma peOEHKa.

3.2. 3TNOJIOI' A U ITATOT'EHE3

OOCyXIaroT posib pa3HOO0OpPa3HbIX MH(EKIMOHHBIX areHTOB, TOKCHUUYECKUX
BEILIECTB, HEKOTOPBIX JEKAPCTBEHHBIX MPENapaToB, HO MPSIMBIX JAOKA3aTEIbCTB
yqacTHsl KaKoro-1mbo omnpenenéHHoro ¢akrTopa 10 CUX nop He noiaydeHo. Cyiie-
CTBYIOT KOCBEHHBIE€ MOATBEPKICHUSI 3TUOJIOTHYECKON ((TPUTTEPHOI») POJU BHU-
pycHO# uiu O0akTepuaibHON MHGEKIMU, HACJIEICTBEHHON MPEeIPaciooKeHHOCTH,
HapyLWIEHUI TOPMOHAIBHOU PETYISLNH.

BupycHasa n/wiam OakrepuajibHasg umHpexknusa. KocBeHHOe moaTBepkie-
Hue — OoJiee yactoe, 4eM B onyJisiiiuu, ooHapykenue y 6osbabix CKB ceponoru-
YECKUX MPU3HAKOB MH(pEKuuu BUpycoMm OmiuteiHa-bapp; «MonekynspHas MH-
MHKpPHsD» BUPYCHBIX OCITKOB U «BOTYAHOYHBIX)» ayTOAHTUIeHOB (SMith-anTurena u
ap.); cnocoOHocTh OaktepuanbHoM JIHK cTUMynnpoBaTh CHHTE3 aHTUSIEPHBIX
ayTOaHTUTEN. YIbTpaduOJETOBOE OOJIyUEHHE CTUMYJIHMPYET arnonrto3 (mporpam-
MUPOBAHHYIO THOEIb) KIETOK KOXH, YTO MPUBOAMUT K TMOSBICHUIO HA MeMOpaHe
aroNTO3HBIX KJIETOK BHYTPUKJIETOUYHBIX AHTUT€HOB, MHIYLUPYS Pa3BUTHE ayToO-
UMMYHHOTO MPOLECCa y TEHETUYECKU MPEAPACTIONOKEHHBIX HHIUBUTYYMOB.

HacneacrBennasi nmpeapacmnoJiokeHHOCTb. CIIOHTaHHOE Pa3BUTHE BOJYAHOY-
HO-TIOJJOOHOTO CUHpOMa HaOMIOAIOT Y MBIILIEH, TOMO3UTOTHBIX 110 OMpeeIEHHbIM Te-
HaM; Y MOHO3WIOTHBIX OJM3HENOB OTMEYeHa Oojiee BbICOKAs KOHKOPAAHTHOCThH I10
CKB, uem y au3urotHbix. Cpey KpOBHBIX POACTBEHHUKOB OOJIbHBIX 3apPErMCTPUPOBAHA
BbICOKast pacnpoctpanéHHOCTh CKB (5-12 %). Ormeuena cBsizb CKB ¢ HereHeTuuecku
00YyCITOBJICHHBIM JC(HIMTOM OTIACTbHBIX KoMIoHeHTOB komiuiemenTa (Clg, C4, C2),
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noumMopduzmom reroB FCYR |l penenitopoB (HapyleHne KIMpeHca MIMMYHHBIX KOM-
wiekcoB) 1 DHO-a, yBenmuennem yactotel HocutenbcTBa HLA-B8 1 HLA-DR3.

Hapymennss ropmonanbHoii peryjasinun. Cpenu 3aboneBmux npeodna-
JAI0T JKEHUIMHBI PENpPONYKTHBHOIO BoO3pacTa. Y »KeHIUMH, crpagaronmx CKB,
HaOMIOAA0T U30BITOYHBIA CHUHTE3 ACTPOr€HOB M MPOJAKTUHA, CTUMYIUPYIOLIHUX
MMMYHHBI OTBET, U HEJOCTAaTOK aHAPOTEHOB, 00JIAZAIONIMX UMMYHOCYIIPECCHUB-
HOWM aKTUBHOCTBIO. Y MyX4uH, crpagaromux CKB, oTMeueHa TeHAeHIMs K THIIO-
aHJPOrCHEMHUH U THIIEPIIPOIYKLIUN ITPOJIAKTHHA.

MonmdTHONIOTHYeckass KoHUenuusa Bo3HUKHOBeHHss CKB B Hacrosimiee
BpeMs ocTaércst ocHOBHOM. [lof BiusiHueM HEOIArompusATHBIX YCIOBHI HauyMHAET
JEeMCTBOBATH JHOOON U3 MEPEUUCIEHHBIX (DAKTOPOB, YTO MPUBOJUT K 3aIyCKy Ia-
TOJIOTHYECKOT0 KacKa/Ja IMMYHOBOCIAIUTENIbHBIX PEAKIIHIA.

IMaTtorene3 CKB onpenensitor 1Ba TECHO B3aMOCBSI3aHHBIX ITPOLIECCa:

- Ha paHHEH cTaguu 3a0oJyieBaHUs IpeolriagaeT MOJMUKIOHAIbHas (B-kie-
TOYHAsl) aKTUBAlMsl IMMYHUTETA, B JAaJbHEUIIEM — aHTUreHcrenuduueckue T-kie-
TOYHBIE) UMMYHHBIE PEAKIIHH;

- (pyHIaMeHTanpHOE MMMYHHOE HapylieHue, yexamee B ocHoBe CKB —
BpPOXAEHHBIE WIM UHIYLUPOBaHHbIE JE(PEKThl MPOrpaMMUPOBAHHON rubenu Kie-
TOK (armomnro3a).

[Tpu CKB BbIpabatbiBatoTCsi ayToanTurena npumepHo K 40 u3 6oxee yem 2000
HNOTEHIMAIBHO ayTOAHTUI€HHBIX KJIETOUHBIX KOMIIOHEHTOB, HAUOOJIee BaKHBIE U3 KO-
Ttopbix — JIHK m MynbTUBaJIeHTHBIE BHYTPUKIETOYHBIE HYKJICOIIPOTEHMHOBBIE KOM-
IUIEKCHI (HYyKJIeocoMa, puOoHyKIiieonporernbl, Ro/La u ap.). Beicokas mMMyHOTeH-
HOCTh TIOCJIEAHUX OIpPEIENseTcss CIOCOOHOCThIO MEPEKPECTHO CBSA3bIBATH B-Kile-
TOYHBIE PELIENITOPHI U HAKAIUIMBATHCS HA IOBEPXHOCTH «AITONTO3HBIX» KIIETOK. Xapak-
TEPHBbI pa3HOOOpa3Hble Je(PEKThI KJIETOYHOTO UMMYHUTETA, XapaKTEPU3YIOLHECs TH-
neprponykied Th2-urokunos (UJ1-4, NJI-6, NJI-10), nocnenamue — ayTOKpHHHBIE
(axTopbl akTMBaUUK B-ITMM(pOLMTOB, CHHTE3UPYIOIIMX AHTHUSIEPHBIE ayTOAHTUTENA.
DCTpOoreHsl 00J1a1aI0T CIIOCOOHOCTHIO CTUMYJIMPOBATh CHHTE3 Th2-1MTOKHUHOB.

Ha ¢one cHmxenus oOiero conepkanus B-KieTok B nepudepruueckoi KpoBU
npu CKB HaOrofaroT xapakrepHoe mepepactpeieiieie cyonomysaui B-kineTok B
CTOPOHY YBEJIMYEHUS Yuciia «HauBHBIX» B-KkieTok u mmazmobnactos. [Ipu CKB, kak u
IpH IPYTUX ayTOMMMYHHBIX 3a00JIEBaHUSX, B-KIIETKN UTparoT BayKHYIO pOJIb HE TOJIb-
KO B CHHTE3€ ayTOAHTUTEN, HO U B MIPE3CHTALIMM ayTOAHTUTeHOB T-KieTkaM. Y cTaHOB-
JICHO, YTO akThBauuio u auddepeHunpoBky B-knerok perymupyer ctumynsarop B-
mamdormtoB (B-lymphocyte stimulator — BlyS), HassiBaemblit Tarxoke (hakTopoM aKTH-
Bauu B-kierok (B-cell-activating factor — BAFF). Tlonararot, 94T0 B3aMMOJICHCTBUEC
mexny BlyS u cooTBeTcTByrOIIMM penienTopoM, OTHOCSIIMMCS K CYIIEPCEMEHCTBY
®HO, urpaet BaXHyI0 pojb B IMMYHONIATOr€He3€ 3a00JI€BaHMSI.

D¢ dekropHbie MEXaHU3MbI, OMPEACTSIONINE MOBPEKACHUE BHYTPEHHUX Op-
radoB nipu CKB, cBs3aHbl B epBy10 o4epeab ¢ TyMOPaJIbHBIMM UMMYHHBIMH PEaK-
UsIMU (CUHTE3 aHTUSACPHBIX aHTUTEN). B oTianune oT HEKOTOphIX (POpM CUCTEM-
HBIX BaCKYJIMTOB, BbI3bIBAEMBIX OTJ0KeHUEM B cocynax LUK, pa3Burue Boa4aHOU-
HOro HedpuTa 00YCIOBICHO JIOKambHBIM (iN Situ) dopmMHpoBaHHEM HMMYHHBIX
KOMIUIEKCOB B MOYEYHbIX KiyOoukax. M3HauansHO siaepHbie aHTHreHsl (JJHK, Hyk-
JIEOCOMBI U JIp.) CBA3BIBAIOTCS C KOMIIOHEHTaMH KITyOOYKOB MOYKH, a 3aTEM B3aUMO-
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JNEUCTBYIOT C COOTBETCTBYIOIIMMH AHTUTENAMH. [[pyrol BO3MOMKHBIM MEXaHU3M —
nepekpéctaoe B3aumoaericreue anturen kK JJHK ¢ kommonenTamu kirybouka.

CucreMHOE MMMYHHO€ BOCIAJICHUE MOXET OBbITh CBSI3aHO C LUTOKHH-
3aBucuMbIM (MJI-1 u ®HO-a) moBpexaeHneM SHAOTENINs, aKTUBAIMEeH JIEHKOIIH-
TOB M CHCTEMBI KOMIUIEMeHTa. [Ipenmonararor, 4To MOCIEAHUNA MEXAHU3M HUMEET
0COOEHHO 0OJIbIIOE 3HAYEHUE B MOPAKEHUU TEX OPraHOB, KOTOPBIE HEJOCTYITHBI
JUTS UMMYHHBIX KOMIUIeKcoB (Hanpumep, [IHC).

Takum o6pazom, cxematudyecku natorene3 CKB MOXXHO TpelcTaBUTh Kak
KOMIUIEKCHOE BO3JCMCTBHE N'€HETHUYECKUX, TOPMOHAJIBHBIX U UMMYHOPETYJISATOP-
HBIX ()aKTOPOB, HAMPABICHHOE Ha MPOAYKIIMIO aHTUTeN B-mumdonnramu.

3.3. KIMHNYECKAA KAPTHUHA

Hauano Gosie3HM MOXKET OBITH IPEICTABICHO MOPAXKEHUEM OJTHOTO WM JBYX
OpraHoB, OJIHAKO JJis pa3BEpHYTOM KinnHUUYeckoil kapTuHbl CKB xapakrepHa mo-
JMOpraHHas cumnromaTuka. KiimHudyeckue mposiBI€HUs! CyIIECTBEHHO BAPbUPYIOT
y pa3HbIX OOJIBHBIX U B pa3Hble MEpHObl 3a00eBaHusl. TeueHnue 60JIe3HU BOJIHO-
oOpa3Hoe, ¢ uepeoBaHuEM peMuccuil u oboctpenuid. Ilpu obocTpeHHsIX BO3MOXK-
HO BOBJICUEHUE B ITATOJIOTMYECKUI MPOLECC PAHEE MHTAKTHBIX OPIraHOB M CHCTEM.

KoHcTHTyHHOHAJILHBIE HAPYLICHUSA

CnabocTh, TUXOpajika U CHUKEHHE MAcChl Tejla OTPaKalOT aKTUBHOCTH Ia-
TOJIOTHYECKOT0 MpOoLecca, HEPEAKO BCTpedaroTcsl B aedroTe Oone3nu. Jluxopaaka
HE UMEET Creuu(PUUECKUX XapaKTEPUCTHK.

ITopaxeHune KOKU, BOJIOC U HOT'TEH

[TopaxeHune KOXH — OUH U3 HauOOJee BaKHBIX C JUArHOCTUYECKON TOUKH
3peHus npu3HakoB, BcTpedaeTcs y 55-90 % OompHBIX. B 20-30 % ciaydyaeB KOX-
HBIA CUHIPOM — NEpBbIN MpHU3HaK 0oyie3HU, a y 60-70 % OONbHBIX OH pa3BUBAETCSA
Ha pa3HbIX dTanax 3adoneBanus. KoxHble IpOsSBIECHUS BKIOYAIOT 3pUTEMY JIHIIA B
BUJIE «0a00UKM», MOJOCTPYIO KOXKHYIO KPAaCHYIO BOJYaHKY, TUCKOUJIHBIE 3JIEMEH-
Thl, aJOMELHI0, MAHHUKYJIUT, JUPDY3HYI0 MATbMAPHYIO 3PUTEMY, SPUTEMY OKO-
JIOHOT'TEBBIX BAJIMKOB, CETYATOE JINBEJI0, TEMOPPAruu M JIp.

@®oroceHcnOMIM3anusa (MOBBILICHHAs YYBCTBUTENBHOCTb K WHCOJISIINN)
BcTpevaercst B 45-70 % cmyyaeB, y MOJOBHUHBI OOJBHBIX MPUBOIUT K OOOCTPEHHUIO
00se3Hu. DOTOMHIYLIMPYEMbIE KOXKHbIE M3MEHEHHs Pa3BUBAIOTCA HA OTKPBITHIX
yyacTKax Tena (JIMIO, 30Ha «IEKOJbTE», BEPXHHE KOHEUHOCTH) U IMPENICTaBIICHBI
Pa3HOOOPa3HBIMUA MAKYJISIPHBIMU, TAMYJIE3HBIMU U OYIIEZHBIMU TOBPEXKACHUSIMHU, A
TaKXKe Kjlaccuueckol sputeMoit. Hanbonee yacto y O0JbHBIX HAOIIOAAIOT MOpaxke-
HHUE KOKU B BUJIE N30JUPOBAHHBIX UJIM CIIMBHBIX SPUTEMATO3HBIX MSATEH pa3IMyHON
BEJIMYMHBI, PE3KO OTTPAHMYEHHBIX OT OKPYXArOLIEW 30pOBOM TKaHU M PacIpo-
CTpaHsAIUXCcs K nepudepun (neHTpode:kHas spurema buerra). Tunuyna noka-
JM3als Ha OTKPBITBHIX YYacTKaX, B MEPBYIO O4epeb Ha JIUIE, OCOOCHHO Ha HOCY U
meKax ¢ oopazoBanrueM (GUTYphl «0a00UKI, 9TO CUATAIOT TATOTHOMOHUYHBIM TTPH-
3HaKoM 3aboneBanus. Cocyaucras (BacKyJMTHAsA) «0a004Kka» B BUAEC HECTOMKO-
ro, MyJbCUPYIOIIETO Pa3IUTOr0 MOKPACHEHUS C LIMAHOTHYHBIM OTTEHKOM, YCHJIH-
BAIOILLErOCs NPU BO3ICHCTBUM COJIHLIA, BETPA, MOPO3d, MNCUXO3MOLMOHAIBHBIX
Harpy3ok, Habmogaercst pexe. Penko BcTpeuaercss mopakeHHe KOXKU B BUIE MHO-
TOYHUCIIEHHBIX 3PUTEMATO3HBIX, PE3KO OTEUHBIX KOJBIEBUAHBIX BBICHIITIAHUM, HAIO-
MUHAIOUIMX MHOTO(OPMHYIO IKCCYTATUBHYIO 3puTeMY — cuHApoM Poyasuia.
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TunuyHbIle OYaru JMCKOUAHON KPACHON BOJTYAHKM C XapaKTEPHBIMU IIPH-
3HaKaMH — 3PUTEMOM, MHPUIbTpaLUel, TUIIEPKEePaTO30M U aTpodueil — BCcTpeya-
torca y 20-25% OonbHbIX. V3m0051eHHast JoKanu3aus JUCKOUIHBIX SJIEMEHTOB —
JIULO, YIIHBbIE PAKOBUHBI, 1IES, BOJOCUCTAsA YaCTh T'OJIOBBI, PEKE BEPXHUE KOHEY-
HOCTU. BO3MOXXHO pacmosoKeHHe 04aroB Ha CIM3UCTON 000JI0UKE MOJOCTH pTa ¢
U3bsA3BICHUEM. B ncxoje mopakeHuss Ha MECTE 04aroB OCTAIOTCS YYaCTKH pPyOI[0-
Boi atpoduu. JlucceMUHUPOBAHHAS KPacHasi BOJTYaHKA — eI OJIMH BHUJ KOX-
HOTO MOpaXeHHs, 00Pa30BAHHBIH MHO>KECTBEHHBIMH, PACCESIHHBIMU TIO Pa3iINy-
HBIM YYacCTKaM KO>KHOT'O ITOKPOBA OYaraMu JUCKOUJIHON BOJTYAHKHU.

JIMarHoCTUYECKH 3HAYMMbl KAWIISIPUTBI — OTEYHAs SpUTEMA C MEJIKOTO-
YEYHBIMU T€MOPPArusiMi Ha MOAYLIEYKAX MAJIbLEB PYK, JJAJOHAX U MOAOIIBAX.

Koxnbie remopparumn Haomoaaot y 9-20 % 60nbHBIX; KaK TPaBHIIO, OHU CBSI-
3aHbl C TPOMOOIMTOTICHUEH WM HapylleHHeM (YHKIHHU TPOMOOLUTOB; MOTYT OBITH
oOycroBiieHbpl TipuéMoMm JiekapcTBeHHbIX npenapaTtoB (I'K, HIIBII, camummnartos), a
TAK)KE KOXKHBIM BACKYJIMTOM. AKTUBHBIN KOKHBIN BaCKYJIUT MOKET OBbITh IPECTaBIICH
HEKPOTUYECKUMH SI3BAMH KOHEYHOCTEW, TaHTPEHOW MajbleB, MH()APKTAMU KOXKH.
XpOHUYECKHE S3Bbl HUOKHUX KOHEYHOCTEN pa3BuBaroTcs y 3-5% OonbHbIX. Bolmene-
PEUMCIIEHHbIE U3MEHEHUSI MOTYT OBITh POSBICHUSAMU BTOpUUHOro ADC.

I'mybOokasi kpacHast BoiauaHka Kanomm-Mpranra (Iomyc-naHHHUKYJIMT) —
peakas (opma KOXKHOIO TOpPAKEHUs, NPOSBIAETCS IJIOTHBIMUA OOJI€3HEHHBIMU
NOJKOKHBIMU MH(QUIBTPATAMU HA JIUIIE, BOJIOCUCTON YaCTH IOJIOBbI, KOHEUHOCTSIX,
OCTaBJISAIOLIUMU 10cie ce0s riryOoKkue BiaBieHus. TeseaHrudKTa3um (paciivpe-
HUE COCYZ0B 0€3 NMPU3HAKOB BOocHajeHus) — Hecnienuduyeckuit npuzHak CKB.

JNuddy3Hasi runepnurMeHTaAlMs KOXU BcTpedaercs y 5-8 % OO0JbHBIX
CKB, 00bIYHO Ha OTKPBITBIX y4YacTKax Tella, pa3sruOaTesIbHbIX MMOBEPXHOCTIX KO-
He4yHOCTe. Bo3MokHa nenmurMeHTanms, KOTopas B ciay4yae MOpa)keHUs: OOJIbIINX
YYAaCTKOB KO HEPEJKO CO3AaET KOCMETUYECKUE MTPOOITIEMBI.

Adionenust — gacteiii (24-70 %), Ho Hecneunpuyecknit mpuznak CKB. Tlo-
pakaroTcsl BOJIOCUCTAsl YacTh FOJIOBbI, OPOBU, PECHUIIbI, MOAMBIIICUHbIE BI1aJUHbBI
u apyrue obiactu. BeinensitoT Heckosibko ¢hopM ajoneruu: odaronas u qudadys-
Hasl, pyOI110Basi U HEpyOIlOBasl.

[Topaxenue Horrel HaOMonaroT y yerBeptu 60sbHbIX CKB, yarie npu akTuBHOM
nporiecce. [IposiBisiercst mudy3HOI KPaCHOTOM MOTYITYHHIA, IPOJIOIBHOMN U MOTIEPEYHOM
MCYEPUEHHOCTBIO, aTpo(preil OKOJIOHOTTEBOIO BAJIMKA, OHUXOJIU3UCOM, JIEHKOHUXUEH.

IMopakeHue caM3UCTHIX 00010YEK

[Topaskenue cnu3ucThix 000104YeK BhIsiBIsAeTCS y 7-40 % OOIBHBIX, OOBIYHO
B mepuoi obocTpeHus: 3aboneBanus. Mi3MeHeHUs1 3aTparuBaroT IJIaBHBIM 00pa3omM
MOJIOCTh PTa M HOCA, PEXE BOBJIEKAIOTCS KOHBIOHKTHBA M F'€HUTaIUU. B monoctu
pTa HaOJIOIAOT SPUTEMATO3HbBIE YYACTKH C TEMOPPArHueCKUMU BKPAIJIEHUSIMU U
APO3USAMU CIU3UCTOM OO0O0JOYKKM (IHAHTEMA), YMEPEHHO OOJIE3HEHHbIE S3BBI
(adTo3HbIi cTOMATHT), OejecoBaThie OJSAIIKM HENMpaBWIIBHBIX ouyepTaHuil. Bo-
BJIEYEHHE B MATOJIOTHYECKHUM MPOIECC KPaCHOM KalMbl ry0 (JIIomyc-XeiJuT) mpo-
TEKaeT C BBIPAXEHHBIM BOCHAJICHHWEM, OTEYHOCTBIO, TPEIIMHAMHU, 00pa30BaHHEM
9PO3Uil U 53B, MOKPBITHIX CEPO3HO-KPOBSIHUCTBIMU KOPKaMU. JPO3UBHO-SI3BEHHBIN
IPOLIECC MOKET COMPOBOXKIATHCS JKXKEHUEM M BBIPAKEHHOM O0JIE3HEHHOCTHIO.
Ncxon nopaxenus — arpodusi. KpacHas xaliMa HCTOHYAETCS, HA OBEPXHOCTH T10-
ABJISIFOTCSL TEJIEAHTMAKTA3UU. [[ITUTENBHO CYIIECTBYIOIME U3BA3BICHUS B IOJOCTH
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HOCa, 00YCJIOBJIEHHbIE JIEHKOIUTOKIACTUYECKUM aHTUUTOM, HHOT/Ia MOTYT IPUBO-
IUThH K iepopanuu HocoBoit eperopoaku (0,5-1 % GonbHBIX).

ITopaxeHue ONIOPHO-IBUTaTeIbLHOIO ANNAPATA

[Topaxxenue onopHo-nBUraTeiabHOro anmnapara Berpeyaercsa y 80-90 % 6omb-
HBIX Ha Pa3IMYHbBIX dTanax 00Je3HU; MPUMEPHO Y TMOJIOBHHBI MOPAKEHUE CYCTABOB —
MIEPBBII NpHU3HaK 3a00JI€BaHUS.

Ilopaskenue cycraBoB. Hanbosiee 4acTo BOBJIEKAIOTCSI MEJIKUE CYCTaBbl KH-
CTEH, pexe MOopakeHUE 3aTParuBacT JIyue3aIsiICTHbIE, JIOKTEBbIE, KOJICHHBIE U IpYTHe
CYCTaBbl. APTPUTBI HOCAT CUMMETPUYHBIN XapaKTep, XapaKTepU3yIOTCs peLUIUBU-
pyroImM TeueHneM. boib M CKOBaHHOCTh HAOJIOAAIOTCS 3HAYMTENBHO 4Yalle, YeM
OOBEKTUBHBIC MPHU3HAKU MOPAXKEHUS CYCTaBOB. YTPEHHSSI CKOBAaHHOCTb HETPOOJ-
xutenpHa. Jledopmaius CycTaBOB pa3BUBACTCS OTHOCHTENBHO DPEIKO (MpUOIU3H-
tenbHO B 10% cityyaeB), yacToTa 3pO3MBHBIX apTPUTOB COCTABIISIET OKOJIO 4-6 %0.

IlopaxeHnue CBS304YHOIO anmaparta (TCHIWHUTHI, TCHOCHUHOBHTHI) MPUBO-
IUT K Pa3BUTHIO MPEXOAIINX CTHOATEIBHBIX KOHTPAKTYp MajblleB pyK. B Také-
JBIX CIydasX pa3BUBaceTCs TUNU4YHAsA A PA xapTuHa — yiabHapHas JeBHALUS U
noJBbIBUXU (apTponatusi ZKakky). YMEHbIICHUE MPOYHOCTH CYXOKUIIMI MOXKET
OCJIOKHATHCS UX pa3pblBaMU B MECTaX IMOBBIIIEHHOW HArpy3ku (pa3pbIB axuLIo-
BBIX CYXOKUJIMI, OTPHIB HAJIKOJICHHUKA).

IlopaxeHnue cCKeJeTHON MYCKYJATypbl (MUAJITUM, MTOBBIIIEHHAS 4yBCTBU-
TEJIBHOCTh MBILII] TP MaJIbIIAIIUH, MBIIIEYHAs CJ1ad0CTh, aTpO(us) B pse CIyyacB
HE OTJIMYAETCA OT TaKOBOTO Ipu kinaccuyeckux MIBM. Ecte gaHHbBIE O HEPEAKOM
(mo 30%) pa3zBuTun cuHApOMa PUOPOMHUATITHH.

AcenTH4YecKHe HEKPO3bl KOCTell HanbOoiee 4acTo Pa3BUBAIOTCS B TOJIOBKE
OelpeHHOM KOCTH M KOJIEHHBIX CYCTaBax, PEXe BOBJIEKAIOTCS IUIEUYEBBIE, FOJIEHO-
CTOIIHBIE U JIOKTEBbIE CycTaBbl. ONHCAHO pPa3BUTUE MHO>KECTBEHHBIX acerTU4Ye-
CKMX HEKpo30B. [Ipu paspymieHnn CyCTaBHOW NMOBEPXHOCTH HA NMEPENHUMN ILUIaH
BBIXO/IAT SIBICHUS (YHKITMOHATLHONW HEAOCTATOUYHOCTH.

CKB accoipupoBaHa ¢ HOBBIILIEHHBIM PHCKOM pa3BUTHsL ocTeornopo3a. Yacrora
CIIOHTAHHBIX TiepesioMoB Y 00sbHBIX CKB npubmsuTensHo B S5 pas 0oblie, 4eM B TOMy-
. Hapsimy ¢ TpaauimoHHbIME (DaKTOpamMK pUCKa, Pa3BUTHIO OCTEOTIOpo3a y OO0b-
HbIX CKB cnocoOcTByeT cuCTEMHOE BOCTIATIEHHE; HAPYILLEHHs JIMIUIHOTO CIIEKTpa; Ma-
TOJIOTHSL SIMYHUKOB (Y YKEHIIIH) U TUIIOTOHIN3M (Y MY>K4KH ); BTOPUYHBIN THIIEpIapaTh-
PEe03, THIIEPrOMOLIMCTENHEMIS], OTPAaHUYCHNE TTOABMKHOCTH M MHCOJISAIY, JIEKapCTBEH-
Has Tepanus. HeratnBHOE BIMSHUE Ha KOCTHYIO MAacCy OKa3bIBaIOT TITFOKOKOPTHKOWIBL,
1MKIIo(ochaMuy, aHTUKOATYJISIHTbI, arOHUCTHI TOHAAO0TPOITMH-PUIIM3UHT-TOPMOHA.

IMopaxenue apIxarejibHON CUCTEMbI

[TopaxeHnne nbIXaTeTbHON CUCTEMBI HAOIIOJAETCs HA Pa3IMYHBIX dTalax 3a-
OosieBanus Oosiee yem y mojioBuHbl 00apHBIX CKB. B maTtonorudeckuii mporecc
BOBJICKAIOTCSl MPAKTUYECKU BCE OTJENbI, BKIIOYAsl BEpPXHHUE JIbIXaTEeJbHbBIE MYTH,
NapeHXUMY JIETKUX, TIIEBPY, COCYAUCTYIO CUCTEMY H JIbIXaTEIbHBIC MBITIIIIHI.

Topranb nopaxaercs B 2-4 % ciydaeB. KinnHuyeckue nmposiBIeHNS BKIIIOYAIOT
HECTIeU(PHUUYECKOe BOCTAJICHUE CIM3UCTON OOOJIOUKM TOpPTaHU, ABUraTeibHbIE pac-
CTpOMCTBa (TMapajany WIN Mape3 roJ0COBBIX CBSI30K), MOJAIJIOTOYHBIN CTEHO3, BOCIa-
JIMTENBHBIA OTEK TOPTaHH, PA3IHMYHbIE MH(DEKIIMOHHBIEC TOpaykeHHs. MOKeT pa3BUTh-
Csl HEKPOTU3UPYIOIIUI BACKYJIUT C OOCTPYKIIUEH BO3TyXOHOCHBIX ITyTEH.
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IlneBpurkl pasBuBatorcsa y 40-60 % OonbHBIX, Yaiie Ha (OHE APYTUX MPO-
asrnenuit CKB, HO BcTpewaroTcs 1 B Ae0r0Te 3a007€BaHUs B BUIE MOHOOPTaHHOTO
nopakxeHus. Y OOJBIIMHCTBA OOJBHBIX pa3BUTHE IIJIEBPUTA CONPOBOXKJIAETCS 0O-
JbI0 B TPYAHOHM KIIETKE, OABINIKOM, KallieM, JUX0opaakoi. Bemor vame aBycro-
POHHUI, 00BbEM €ro HeOOIBIION I YMEPEHHBIN, 110 XapaKTepy 3TO HKCCY/aT.

JIérounas rumepren3us pasBuBaercs y 5-14 % OonpHbIX. Onocpenyercs
pa3IMYHBIMM MEXaHU3MaMU: apTepUAIbHBIM Ba30CHa3MOM, BACKYJIMTOM KPYITHBIX
COCY/10B, TPOMOO30M, OCTPBIM U XPOHUYECKUM MOPAKEHUEM NAPEHXUMBI, SHIAO0TE-
nuanbHoi nuchyHkiueil. JI€rounas rumepTeH3uss MOXKET OBITh 00yCIIOBJIECHA
TpoMOOAIMOOIMEH BEeTBEH JETOYHOW apTepuu, HabmomaeMoi y 5-12 % OombHBIX
CKB B pamkax BropuuHoro A®C. B OGoJbIIMHCTBE ciydae MPU3HAKHA JIETOYHON
TUIEPTEH3UU MOSBISIOTCS Yepe3 HECKOIBKO JieT nocie Hadana CKB, pa3zsuBatorcs
WCIIO/IBOJIb U UMEIOT TEHAEHIMIO K MOCTENEHHOMY ITporpeccupoBanuio. IIporuos
IOpU Pa3BUTHM JIETOYHOW TUIIEPTEH3UM 3aBHCHUT OT CTENEHU €€ BBIPAXKEHHOCTU U
CKOPOCTH HapacTaHUs JAABJICHUS B JIETOYHON apTEpHUU.

OcTpblii BOJTYAHOYHBINH NMHEBMOHMT — PENKUM BAPUAHT BOIYAHOYHOIO IIO-
paxxenust n€rkux (1-4 %). KnuHudecku nposiBisieTcs JIUMXOPAIKOM, OABIIIKON, MPo-
JTYKTHUBHBIM KalllJIeM, BO3MOKHbI KPOBOXapKaHbE U IUIEBPAJIbHBINA O0JIEBOW CHHIPOM.
PeHTreHonornyecky BhISBISIOTCS OJJHO- UM JIBYCTOPOHHUE MH(WIBTPAThl B HIKHUX
JNErOYHBIX 30HAX. JIEroyHsle (aJbBeoJIsIpHbIC) FeMOPPAruy BCTPEYAIOTCS OTHOCH-
TENBHO penko (2%), 0JHAKO MPOTEKAOT, KaK MPaBUIIO, TSHKEJIO U MOTYT ONpPENEIIATh
nporHo3 6osie3Hu. KimHuueckasi CMMITOMaTHKAa HAIIOMMHAET OCTPhIA BOJYAHOYHBIN
ITHEBMOHUT C MPOrPECCUPYIOIIUM CHHKEHHUEM TeMOIJIOOMHA U FeMAaTOKpUTa, pa3Bu-
THEM apTEPUATBHON TMIOKCEMHUH M OCTPOrO PECIHUPATOPHOIO JUCTPECC-CHHAPOMA.
Tsokénple 0OCTPYKTUBHBIE M3MEHEHUs] HWKHHMX JbIXaTEJbHBIX ITyTEH pa3BUBAIOTCA
penko. Hapyimenus: pyHKIIMOHANBHBIX JbIXaTENbHBIX TECTOB PETUCTPUPYIOT MPHOIIHU-
3utenbHO 'y 10% OOJBbHBIX, HE UMEIOIIMX BBIPAKEHHBIX U3MEHEHUWH Ha pPEHTTEHO-
rpammax. KimHuueckas kapTHHAa OOJIUTEpUPYIOLIEr0 OpOHXHOINUTA HecnelrpuyHa:
JMXOPaJKa, Kallelb, OJBIIIKA; PEHTITEHOJIOTMYECKH BBISBIISIOT OYaroBble WM AUQ-
¢y3nbie uHGUIBTpaThl. MHOTIA HAOMOAaeTcss AMCHYHKIMS AbIXaTeIbHOM MYCKyJia-
TYpbl, IPUBOJAIIAS K BOSHUKHOBEHHUIO OJIBIIIKA B OTCYTCTBUE KaKOrO-JIMOO OpraHu-
YEeCKOro MOPaKEHUsI JIETKUX U JbIXaTeNbHbIX MmyTel. C1a0oCTh IbIXaTelnbHON MYCKY-
JaTypbl OOBIYHO HE aCCOLIMHUPOBAHA C T€HEPATM30BAaHHON MBIIIEYHOM CIab0CTHIO.

Ilopa:keHue cepevHO-COCYAUCTON CHCTEMBI

YacroTra BoBIIeUECHUS cepla BapbupyeT oT 52 10 89%. CriekTp Kapauaib-
HOW IaTOJIOTMU BKJIIOYAET MOpPAXKEHUE NEpHUKapaa, MUOKapAa, SHAOKapaa, KOpo-
HapHBIX apTepHil; HepeaKo HaOII01aeTCsl COUYETAaHHOE TIOPaKEHHUE.

IMopa:xkenue nepukapaa (yTOJIICHUE JUCTKOB W/WIM HAMYUE HKCCyAaTa)
BeIIBISIIOT B 50-80 % ciydaes. [lepukapauT oObIYHO pa3BUBAETCS UCIIOIBOJb, Ya-
CTO COYETAaeTCs C IIeBpUTOM. OTMEUYEHa Koppensiuus Mexx1y akTUBHOCThI0 CKB n
TSKECTHIO MOIKMCEpOo3UTOB. Kak mpaBuiio, KOJUYECTBO IKccyaaTa HEOONbIIOE WK
ymepeHHoe. Penkoe ocnokHeHHe NEepUKapAuTa — TaMIIOHa/la cep/la, BOZHUKAIO-
Iasi Yare y MOJOJIbIX OOJIHBIX MPHU aKTUBHBIX (popMax 00se3HU. Y dacTu OOJb-
HBIX Pa3BUBACTCSI THOMHBIA U KOHCTPUKTHUBHBIN IIEPUKAPJIAT.

Iopakenune KJamaHHOro ammapara auarHoctupyror y 13-100%; wuzosnu-
pPOBaHHOE MOPAXKEHUE BCTpedaercs peako. Iuaokapaut Jinomana-Cakca (6opo-
JABUATHIN, WU BEPPYKO3HBIN, SHIOKAPIUT) — KIACCUUECKUIN MPEACTABUTEIb Kila-
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nanHoi matosioruu npu CKB. Ilopaxkaercs oauH (yalie MUTpaibHbBIA) WU HE-
CKOJIbKO KitaranoB. CTpagaioT MPeruMyIIECTBEHHO MOJIOJbIE OOJbHBIE C BBICOKOM
AKTUBHOCTBIO BOJIYAHOYHOTO Iporecca. POpMHPOBAHUE CTEHO30B C Pa3BUTHUEM
reMOJIMHAMMYECKUX HapyllIeHU! BcTpedaercs peako. OTmedeHa 0Ooliee BBICOKas,
4YeM B NOMYJISIMU, YaCTOTa IpoJjarnca CTBOPOK MUTPAIBHOTO KJIalaHa.

IIaTonornyeckue mpoueccbl B MUOKap/Ae BKJIOYAIOT MUOKApAUT, TUIIEP-
Tpoui0 MHOKap/ia JIEBOTrO KeNy104Ka, MUOKapIuoaucTpoduio Ha poHe npuéma
JIEKapCTBEHHBIX IpenapaToB. YacToTa NPUKU3HEHHO AUArHOCTHPYEMBIX MHOKap-
JUTOB OTHOCHUTENBHO HeBbICOKa (2-20 %), Torma Kak MO0 JaHHBIM ayTOIICHU OHA
3HaunUTeNIHHO BhITIE (10 40%). MuokapauT 00BIYHO HAOJFOMAIOT Y OOJIBHBIX C BBI-
cokoli akTuBHOCThE0 CKB, 4acTo B coueTaHnu ¢ NEPUKApIUTOM.

AI" mabmomaercs y 10-50 % OGompaBIX. OOyCIOBIIEHA, TIABHBIM 00pa3oM,
MOpaXeHUEM IMOYeK 1 MOOOYHBIMU 3P dexTamu BeIcOKUX 103 ['K.

IIaToJsiorust COCya0B 3aTparuBacT B OCHOBHOM apTEPUU CPEIHETO U MEJIKO-
ro kanubpa. Yacto nmopaxaroTcsi KOpOHapHbIE apTEPUH, KaK BCIIEJICTBHE aKTHBHO-
ctu CKB (B BHUJIe KOpOHApUUTA HA PAHHHUX CPOKax 3a0o0jeBaHus), TaK U Ha (OHE
aTepockiiepo3a. PazButue BeHO3HBIX TpoMO030B xapaktepHo misi CKB, accomnuu-
poBanHOU ¢ BTopuuHbIM ADC.

B nocnegHee BpeMsi YCTAHOBJIEH BBICOKHMN PHUCK PAHHErO Pa3BUTHUS aTEpo-
ckiiepo3a y 6onpHbIX CKB, ero kinHudeckue nposiBieHus (crenokapaus, UM, un-
CyJIbT, BHE3aIlHAs CMEPTh) — OJIHA U3 BEIYIIUX MPUYMH 3a00JIEBAEMOCTU U Jie-
TaJbHOCTH.

ITopaskeHue OpraHoB NuieBapeHus

[Tatonorus XXKT Bcrpeuaercs y 50% 6onapHbIX CKB.

IMopa:kenue cau3ucToil 00004k pra HaOmomaercss B 7-40 % cimydaes.
SI3BeHHBIN CTOMATUT OOBIYHO PETUCTPUPYETCA Ha (POHE BHICOKON aKTHBHOCTHU 3a-
OoneBaHus. boye3HEHHbIE S3Bbl MOTYT HapyllaTh NpUéM NUIIM U rinotanue. Da-
PUHTUT 4Yaile HabmonawT y aereil. Tperb 0oapHbIX ¢ akTuBHOW CKB ctpanator
aHOPEKCHEH, TOIIHOTOM, PBOTOM, Auapei. Pa3zutue nentuueckux s3B (0T 4 10
12%) cBs3piBatot ¢ npumenenueM HIIBII u, B menbuieit crenenu, ['K.

Acuut HabmogaoT y 8-10 % 6onpHBIX. OCHOBHAS MPUYMHA €TI0 BOSHUKHO-
BEHUS — HEDPOTHUECKUN CUHIPOM. ACIUT MOXET OBbITh BBI3BaH 3aCTOMHOW Cep-
J€YHOM HEAOCTATOYHOCTHIO (MPU 3TOM OTCYTCTBYET O0JIEBOM CHUHIPOM, a acLUTH-
Yyeckas JKUJIKOCTb MPEJCTaBIsET COOOM TpaHCCYAaT), MEPUTOHUTOM (0OJIEBOM CHH-
JIPOM BBIPAKEH, OMPEEIAETCS IKCCYyAaT) U [IUPPO30OM MEUCHH (PEJIKO).

Kpaiine HebmaronpuaTHbIN MPOTHOCTUYECKUM MTPU3HAK — pa3BUTHE TTAaHKpe-
aTuTa, 00YCIOBJICHHOTO aKTUBHOCTBHIO 3a00JI€BaHUS WJIM BACKYJIHTOM B COCYJIax
MO/IKENTy I0YHOM skene3bl. KpoMe Toro, naHKpeaTuT MOXKET BOZHUKATh BCIIEJCTBUE
TUIIOBOJIEMUH, XOJIEUMCTUTA, TPUEMA AJKOTOJS U Psiia JIEKApCTBEHHBIX IMpernapa-
toB (I'K, azatuonpuH, TuazuaHble UypeTUKH). YacToTa JaHHOTO MPOosiBICHUS — 1-
8 %.

Ilopa:keHue KUIIEYHUKA CBSI3aHO C BOBJICYEHUEM CEPO3HBIX O0OJIOUEK U
MOPAXKEHUEM COCYJIOB OpbDKEWKH. BacKylmuT Me3eHTepuaIbHBIX apTepuil ¢ pa3BU-
THEM KHIIICYHBIX WH()APKTOB U U3BA3BICHUNM OTHOCIT K Hambojee TSHKEIBIM MPo-
SIBJICHUSIM.

IIaTosiorusi me4eHu BapbUPYyET OT HE3HAUUTEIHLHOTO YBEIUYEHUS B €€ pas-
Mmepax (y 10-31 % GonpHbIX) 10 TsDKENOTO renatuta. Hanbosee yacTeie MPUIHHBI
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xentyxu npu CKB (1-4 % G0JIbHBIX) — TEeMOIUTUYECKAs] AaHEMHSI U BUPYCHBIN Te-
MaTUT, PeKe OOCTPYKLHS KETUEBBIBOASAIINX IMyTeH U Luppo3 neueHu. Penko pas-
BHBAETCs BACKYJUT MEUYEHU, MPUBOAAIIMMN K MHPAPKTAM U CIIOHTAHHBIM pa3pbiBaM
opraHa ¢ KapTHHOM OCTporo >kuBoTa. [loBbIlIeHHE YypOBHS MEUYEHOUHBIX (hepMeH-
TOB (Kak MmpaBuiio, He 0ojiee YeM B TpHU pa3a), MPU OTCYTCTBUU UH(PEKIUU TenaTo-
TPONHBIMUA BUPYCAMHU, OOBIYHO OOYCIIOBJIEHO MPUEMOM JIEKAPCTBEHHBIX Ipenapa-
TOB (ALIETHJICAIMIIUIIOBAsT KUCI0Ta, IPEAHU30JI0H, ITuKiIodochamu) u TpoMO6030M
MEJKHX COCYOB IEUEHHU.

Ilopa:keHue novex

[Topaxenune mouek KpaitHe pa3HooOpa3zHo u BbisBIseTCS Y 35-90 % Ooub-
HBIX. Y MOAABJISAIONIEr0 OOJIBIIMHCTBA PAa3BUTHE BOJIYAHOUHOTO Hedpurta HAOIIO-
JAI0T B TEUYEHHUE MepBbIX 5 yeT Oone3nu, y 3-10 % OonbHBIX MOpakeHHE MOYeK
MOkeT ObITh TepBbIM mpossieHneM CKB. AxtuBHble (OpMBI BOJTYAHOYHOTO
HedpuTa pazBUBAIOTCA OOBIYHO B IEPBbIE TOJBI 3a00JeBaHus Ha (OHE BBIPAKEH-
HOT'O MMMYHOBOCHAJIMTEJIBHOIO MPOLECCA, Yallle B MOJIOJIOM Bo3pacre. boibHBIM
CTapIliero BO3pacTa CBOMCTBEHHO MEHEE arpecCUBHOE TeueHHe HedpuTa (Kak Kin-
HUYECKUX, TaK U MOP(POJOrMYECKUX BAPUAHTOB).

B Hacrosimiee BpeMs HCIONb3YIOT MOP(HOIOTHYECKYIO KJIacCU(UKALIUIO BOJI-
yaHOUHOTO Hedpura, npeaioxkennyiro BO3 B 1982 roay u mnepecMOTpeHHYIO B
1995 rogy. YcraHoBneHa B3auMOCBSA3b MEXKIY OCOOEHHOCTAMU MOP(POIOTUYECKON
KapTHHBI IJI0MepYJIoHe(pUTa U €ro KIMHUYECKUMU TMPOSIBICHUSMHU, XapaKTepOM
TCUCHUS U IPOrHO30M (Tabum. 11).

B kiMHMYECKOW NpakTUKE JUIsl BBIOOpA TAKTHKHU JICUEHUS UCIOJIb3YIOT KIIH-
HUKO-1a00paTopHble U MOP(POJIOTMYECKUE KPUTEPUHU TsxKecTH HedpuTa (Tadm. 12).

TeueHne BOIYAHOUHOTO HedpHUTA XAPAKTEPU3YETCS JIOBOJBHO YACTHIMU
00OCTpEHUSIMH, MPHU 3TOM KaKJ0€ 000CTpEHHUE YCYTyOJsieT TSKECTh MOPAKEHUS
MOYEUYHBIX CTPYKTYp, Pa3BUTHE WM MPOTPECCUPOBAHUE IIIOMEPYIIAPHOIO CKIEPO-
3a U UHTEPCTUIIMaIbHOTO (Pudpo3a.

VY 10-27% OG0oNbHBIX ¢ BOJTYAHOYHBIM HE(PUTOM pa3BUBACTCS MOUCUHAs He-
JOCTAaTOYHOCTh C MCXOJIOM B TEPMHUHAIbHYIO CTaauto. PazButue u mporpeccupo-
BaHUE MOYEYHON HEJOCTATOYHOCTH YAaCTO COMPOBOXKIAETCS YMEHBIIEHUEM BbIpa-
KEHHOCTH WJIM JIaX€ IOJHBIM HCYE3HOBEHHMEM SKCTPAPEHAIBHBIX IPOSBICHUMN
CKB u cHmxenueM J1abopaTopHbIX MPU3HAKOB aKTUBHOCTH 3aboseBanus. DakrTo-
paMu pUCKa MPOrPEeCCUPOBAHUS BOJYAHOUHOTO HE(PpPUTA CUUTAIOT MYKCKOU IOJ,
JETCKUN W MOJIOJOM BO3pacT OOJIbHBIX B Tepuoj AcOroTa OO0JE3HH, «PAaHHEE)»
Hayajgo HedpuTa, IPUHAJICKHOCTh K a(pUKAHCKON pace U IJIOXUE COLHUAIbHO-
SKOHOMUYECKHE YCIIOBHS.

Tabnuna 11 - Knuauko-mMopdonaorndeckue conocTaBIeHUs
P BOJTYAHOYHOM TJIOMEpYJIoHedpuTe

Knacc Hepura
Mopdgoaornueckue
(mo kaaccupuka- Kinununyeckue nposiBjieHust
0CO0EHHOCTH
uun BO3)
Hopmanbabie ki1y0oukn  |OTCYTCTBYIOT U3MEHEHUS B MOYeE,
Kinacc 1: IIPU CBETOBOM MHUKPOCKO- |(DYHKIIHSI TOYEK HOpMaJIbHAS.
MUHHUMAaJIbHBIC MUY ¥ Hannyue feno3u- |[Iporno3 6maronpusiTHeIN, 0AHAKO,
W3MEHEHUS TOB B ME3aHTHH NIPU UM- |BO3MOXKHA TpaHcopmarlius B 6oJiee ce-
MYHO(DIIOOpECIICHIINH pBE3HBIN THIT HepuTa
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Kiacce Il

(8-30%): me3anru-
aNBHBIN mpoaude-
paTHBHBI TIIOMe-

pynonedpur

Pa3nuunas crenenn me-
3aHTUMAJIbHOW TUIIEPKIIE-
TOYHOCTH C HAIITMYHEM
MMMYHHBIX JIETIO3UTOB B
ME3aHTUH

[Iporennypus <1 r/cyt., reMaTypusi.
@yHKIMA OYeK coxpaHeHa. Pa3surue
He(POTUYECKOTO CUHAPOMA U I10YeU-
HOW HEJOCTaTOYHOCTH HE XapaKTEPHO.
[Iporuo3 61aronpusTHBIN IPH OTCYT-
cTBUM TpaHchopMmanuu B 6osee TIxE-
1B MOp(oTornYecKuil THI HEPpUTa

Knacc 111 (10-25%):
(hokanbHBIN
TJIOMepyJIoHeHPHUT

MoskeT OBITh aKTUBHOE
WJTU XPOHUYECKOE, Cer-
MEHTapHOE WJIH TOTaJb-
HOE, SHJI0- WJIA DKCTpaKa-
MUJUISIPHOE TTOBPEXKICHUE
C BOBJICYEHHEM MEHEE
50% xi1y60uKoB

[Iporennypus >1 r/cyt., B 20-30% ciryqaeB
Ppa3BUBaETCst HEPOTUIECKUI CUHIIPOM.
W3MeHennst MOYeBOTro 0caika HOCAT yMe-
PEHHBII XapakTep. TeueHue xapakrepusy-
€TCs1 HEYKJIOHHBIM IIPOIPECCUPOBAHUEM.
BeIicokuil puck pa3BUTHS XpOHUYECKON
MOYEYHOW HEIOCTATOYHOCTH, PE3UCTEHT-
HOCTb K IMMYHOCYIIPECCUBHON TEpAIUHL.
IIporHo3 OTHOCUTENBHO OIarONPUSITHBIN B
CITy4ae aJIeKBaTHOM Tepanuu

Kiacc 1V (20-60%):
mudpy3HBIHI
npoaudepaTuBHbINA
rioMepynoneppur

Mopdororus Ta xe, 94To
mpu kiacce |11, Ho B ipo-
recc BoBieueHo >50%
KJIyOOUYKOB

BripaxkeHnHast npoTeuHypusi, rTeMaTypus,
uuinuHaApypusi. Beicokast vactota Al u
MMOYEYHON HEJIOCTATOYHOCTH PA3JTUYHON
CTEIEHU BBIPAXKEHHOCTH, HU3KUM ypO-
BEHb KoMIUIeMeHTa. [IporHo3 npu He-
aJICKBaTHOM Tepanuu HeOJIaronpusITHBIN

Knacc V (10-20%):

PaBHOMEpHOE yTONIIIEHNE
0a3anbHON MEMOpPaHbI
KIIyOOUKOB BCJIEJICTBUE

[Iporeunypus >3 r/cyt., HeppoTHUECKUI
CHHJIPOM C aKTHBHBIM MOYEBBIM OCaIKOM.
Iloueunast HegocTaTOUHOCTE M Al” OTHO-
CUTEJBHO PEIKU, IMMYHOJIOTUYECKHE
HapYyIIeHHS BbIpakeHbl yMepeHHo. [1po-

MeMOPaHO3HBIN CyOAIIUTENNATBLHOTO U .
THO3 OJIArONPUSATHBIN 17151 OOJBHBIX C
rJIOMEpPYIOHEeQPUT |BHYTpUMEMOPAHHOTO OT- . s 6
TIOKEHUs HMMYHHBIX e~ |YMEPCHHOH npoTeutypueit, Goree cepb-
[TO3HTOR €3HBII TpH He(PPOTHYECKOM CHHIIPOME
(0ocobeHHO UUTETHHOM). Y YacTH O0JIb-
HPBIX BO3MO)KHA CTIOHTAHHAsI PEMHUCCHSI
Huddy3Hbie U3MEHEHUS:
mud¢y3Hblil u cermeH-  |KnuHunyeckue u 1abopaTopHble Npu-
Knacc VI: TapHBIN IJIOMEPYIIOCKIIE- |3HAKM XPOHMYECKON MOYEYHON HEO-
Hedpockiepos po3, aTpousi KaHANIBIIEB, [CTATOYHOCTH PAa3TMYHON BHIPAXKEHHO-

WHTEPCTULINATBHBINA (Prb-
P03, apTEPHOIOCKIEPO3

ctu. [IporHo3 HeONaronpusTHHIHN

TedeHne BOSYAHOUYHOTO HEPPUTA MOXKET OCIOKHATHCSA PA3BUTHEM HH(QEK-
[IUOHHOTO MOpaXeHUsI MOYEK, B MEPBYIO ouepeb nueaonedputa. OnucaHbl Takxe
OCJIO’)KHEHHSI, CBSI3aHHBIE C JIEKAPCTBEHHOM TEpalMen: reMOPParndyeCKUuil [UCTUT
(muknodocdamuy), anansreruueckas Hedpponarust (HIIBII). Pazsutue AA-amumo-
uno3a nmpu CKB — ka3zyuncruka.

Tabnuua 12 - Kputepuu TsKeCTH BOTYaHOYHOTO HepHTa

CreneHn THKe-
cTv HedpuTa

Xapakrepucruka

@oxkanbHbiil BomyaHouHblil Hedput (Il xmacc) u quddy3ssiit npoaudepaTUBHBINA BOJI-
yanoyHblid HedpuT (1V Kiacce)
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dokaibHbIN HePpUT O€3 HEOIATOTPUATHBIX TUCTOJIOTHISCKUX MPU3HA-
KOB (TIONTyITyHUS, GUOPUHOMITHBINA HEKPO3, I UHACKC XPOHHU3AIIUN
6onee 3) u 6e3 HEONArONMPUATHBIX KIMHUYECKUX MPU3HAKOB (HOpMaJib-
Hasi QYHKIMS OYEK, IPOTCHHYPHUs <3 I/CYT.)

YacTryHbIl OTBET WM OTCYTCTBUE OTBETA MOCIIE MHIYKIIMOHHOM Tepariu
(oxansHOrO HEPpUTA, U POKATHHBIN HEYPUT C HEOTATONIPUSITHHIMU TH-
YmepenHast CTOJIOTHYECKUMHU TTPU3HAKAMHU, WJIA HapaCTaHUE YPOBHEH CHIBOPOTOUHOTO
KpeaTUHUHA 110 MeHblIel Mepe Ha 30%, wiu nuddy3HbIi rII0MepyIIoHe-
(bpuT 6€3 HeONArONPHUITHBIX TUCTOJIIOTHYECKUX MIPU3HAKOB

OtcyrcTBHE peMuccuu uepes 6-12 Mec. OT Havasia Teparvu, iy HapyleHue
(byHKIMY TIouek, PUOPUHOMTHBIN HEKPO3 U MOMYITyHUs B 6oriee ueM 25%
KITyOOUKOB, /114 CMEIIIAHHBIN MEMOPaHO3HBIN 1 TiposrdepaTHBHbIN HepPUT,
Wi BEICOKUM MHAEKC XPOHU3ALIUH H30JIMPOBAHHO MITH B KOMOMHAIINH C BbI-
COKHMM HMHJIEKCOM aKTUBHOCTH, 11U OBICTPOIPOrPECCUPYIOLIUI BOTYAHOUYHBIN
HehpuT (YIBOCHHE YPOBHS CHIBOPOTOYHOTO KPEaTHHHUHA B TeueHHe 2-3 Mec.)
MemOpano3ublit HedhpuT (kaace V)

Huskas [Iporennypus <3 r/cyT., HopMaibHast QYHKIUS OYEK

YmepeHnHas Hedporuuecknii cuaapom, HopMaibHasi GYHKIUS TOUEK
Hedpotuueckuii cunapoM, GyHKIMS TOYEK HapyIIeHa (yBeTnYeHHEe
CBIBOPOTOYHOTO KpeaTtuHuHa Ha 30% u Gonee)

Huskasn

Bricokas

Bricokas

IHopaskeHue HepBHOW CHCTEMBbI

CUMITTOMBI OPAYKEHUSI HEPBHOM CUCTEMBI OTMEUYEHBI Y OOJIBIIIMHCTBA OOJIbHBIX
Ha Pa3HBIX CTAUSIX 3a00J1€BaHUsS U BKIIIOYAIOT MPAKTUYECKU BECh CIIEKTP HEBPOJIOTH-
YEeCKOM CMMITOMATUKUA. MOTyT OBITh MEPBBIM MPU3HAKOM OOJIE€3HU, BO3HUKAIOIIHM
3a710JIr0 JI0 MOsiBJIeHUs pa3BepHyToi KaptuHbl CKB. XapakrepHa ronoBHas 00ib (4a-
CTO TIO TUITy MUTPEHH), pePpakTepHas K 3proramuny, B-agpenobinokaropam, aHaibre-
TUKaM ¥ TPUIMKIMYECKUM aHTuienpeccantaM. Hanbosee yacTolii BapuaHT 1epedpo-
BaCKyJISIPHBIX HAPYIIEHUN — TPAH3UTOPHbIE HMIIIEMHYECKHE ATAKH B KapOTHUIHOM
(JUKEKCOHOBCKHUE SIIJICHITUYECKUAE TPUIMAIKU, MUPAMUIHBIE CUMITTOMBI, HApyIIICHUE
peun) u/nm Bep-redpoOasmIsipHOM (TOJIOBOKPYKEHUS, HUCTArM, AUILIONHSI, TOIITHOTA,
pBoTa) OacceitHe. UHCYJIbTHI BOSHUKAIOT PEKE M CBSI3aHbI, KaK MPABUIIO, C BTOPHY-
HBIMH TTATOT€HETUYECKUMU MexaHu3Mamu (Hamaue adJl, ypemus, Al).

[Ipu BbICOKOM akTMBHOCTM CKB pa3BuBacTcs CMHAPOM ICEBI0OIYX0JH MO3-
ra: BHyTpUUEpEIlHasl TMIEpTeH3usi 0e3 04aroBOro HEBPOJIOTMYECKOro Je(uIuTa C
1 Py3HBIMU TOJTOBHBIMU OOJISIMU, TOIITHOTOM, PBOTOM, TOJIOBOKPY>KEHHEM, 3aTOPMO-
®KEHHOCTBIO. [Ipu 00cneI0BaHuM BBISIBIISIIOT 3aCTOWHBIC TUCKH 3PUTEIIBHBIX HEPBOB.
JnuienTuyecKre NMpUNnajgKu (TeHEPATM30BaHHbBIE CYAOPOKHbBIE, TeHEPAIM30BaHHbIC
0e3 cymopor, ¢okanpabie) HabmomaoT y 20-50 % OOoMbHBIX, OOBIYHO B TEPHO.
obocTpeHust. Xopest — IBUraTelbHbIM CHHAPOM SKCTPAaMpaMHUIHOTO T'eHe3a, pa3BUBa-
ercs B 1-4 % ciyyaeB y O0JbHBIX MOJIOIOTO BO3pAacTa Ha paHHUX ATarax 3a00JIeBaHMS.
Lepedpanbhas aTakcus HaOmonaercs peaxo (MeHee yeM y 1% OONBHBIX), TPOSIBIIS-
€TCcs HapylICHHEM PaBHOBECHSI UM KOOPAMHALMH, TU3aPTPUEH, CHIXKEHHUEM TOHYCa
MBIIIIII.

MmuenonaTus pa3BuBaeTcsi MmeHee ueM B 1% ciydyaeB. OOycliOBI€HA aKTHUB-
HbIM 3a0oseBanueM U HaimuueM adJI (3a cuér uieMuyeckoro HEKpo3a U JIeMHe-
JMHU3ALMU BOJIOKOH COMHHOTO MO3ra), MOXET HOCUTh BTOPUYHBINA Xapakrep (KoM-
MIPECCUOHHBIE TMEPEJIOMbI MMO3BOHKOB, TyOepKys€3, BUpycHas uHbpekuus). Hauano
MUEJIONATHH Yallle OCTPOE: MOSIBIISIIOTCS MPOrPECCUPYIONIAsi MbIILIEUHask ¢1a00CTh U
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OHEMEHUE HIDKHUX KOHEYHOCTEW, MMEIOIIME BOCXOIALIMM XapakTtep. B mampHew-
IIEM BO3HUKAKOT CETMEHTApHBbIE HAPYILIEHHS YYBCTBUTEIBHOCTH W JIBH)KCHHU Ha
YPOBHE MOPaKEHUs CHMHHOTO MO3Ta, IMTPOBOIHUKOBBIE HAPYLIEHUSI YyBCTBUTEIHLHO-
CTH, LIEHTPAJIbHBIC Napanapesbl, TeTpanapesbl, mapa- U TETPAIUICTUU, HaApYyLICHUs
(GyHKIMN Ta30BbIX OpraHoB. [IporHo3 BouaHOYHON MHENONATHH KpaitHe HeOiaro-
MPUATHBIN, YTO CBSA3aHO C Pa3BUTHEM B OOJIBIIIMHCTBE CIy4YaeB CEIcHca.

JHuedaTOMHeTONATH — MHOTO0YaroBoe JAEMUEITUHU3UPYIOIIEE MOPAKe-
HUE€ TOJIOBHOTO M CIIMHHOTO MO3ra C KIMHWUYECKOM KapTUHOW, HAOMUHAIOIIEH
pacCestHHBIN CKIIEPO3.

Devic-cHHIpOM — coueTaHNE HEBPOIIATUH 3PUTEIILHOTO HEPBA C CHHIAPOMOM
MONEPEYHON MUEIIONIATUUU.

Iepudepuueckue nesponaruu npu CKB Bctpeuatorcs y 2-21 % 60b-
HBIX, IPU 3TOM KpaHHUAJbHbIC HEBPOIMATHH BCTpedaroTcs B 3-16 % cmyuaes. Kiu-
HUYECKHE NMPU3HAKK HEBPONATHIl 0OBIYHO HAPACTAIOT MOCTEIIEHHO Ha (JOHE aKTUB-
HBIX NPOSIBJICHUM 3a00sieBaHUs, PEKO BeTpeuatoTes B nedrote. Hewactoe, HO Ts-
KENOEe MPOSBICHHE — HEBPUT 3PUTEIBHOI0 HepBa. BO3HUKHOBEHHUE €r0 CIEAyeT
3aMoJ03pUTh IIPH PE3KOM OJIHO- WJIM JBYCTOPOHHEM CHMKEHHH OCTPOTBHI 3PEHUS,
IIOJIHOM CJIeTIOTE, 00X B 00JIACTH TIIA3HOTO SI0I0KA.

BropuuHnble mopakeHusi HEPBHOW CHCTEMbI pa3BuUBarOTCs Ha (oue Al
YPEMHH, TUIIOKCEMUU (BCIIEACTBUE aHEMUH, CEPICUHOM U JETOYHON HEJOCTATOYHO-
CTH), MHTEPKYppeHTHbIX HH(pekuuel; npuéma 'K (mcuxoopranuyeckue cUMMTO-
Mbl), aMUHOXHHOJIMHOBBIX MPOU3BOJHBIX (pa3ApakUTENbHOCTb, apPEKTUBHBIE CO-
cTostHUS, cyaopoknbie npunaaku), HIIBII (rosoBHbie 0011, aceNTUYECKUNA MEHUH-
THUT).

Ilcuxuyeckue, HEPBHO-TIICUXWYECKHE U MOBEJCHYECKHE MPo0JeMbl CBOICTBEH-
ubI 10-80 % 6ompabx CKB. Icuxotrdeckne coctosaus (30-50 % GONBHBIX) BKITIOYAIOT
JI€30PUEHTALHIO, 3PUTEIIbHBIC U CITyXOBBIE TA/LTIOLMHALIY, SBICHUS ayTU3Ma U MapaHoiis-
JHYIO CUMIITOMATHKY. MaHuaKaIbHO-JETIPECCUBHBIN TICMX03 HAOMIOMAI0T PEIKO, Yallle
BO3ZHHMKAIOT MaHUAKaJIbHO-TIOA00HbIE U JIETIPECCHBHBIE paccTpoiicTBa. OnucaHbl eAMHAY-
Hble citydan kararonuu. Jlenpeccun y 6ompHbIXx CKB HOCAT yMepeHHbI XapakTep, Xapak-
TEPU3YIOTCS COMATUYECKUMH W IICHXOIATOJIONMYECKUMHA CHUMITOMaMHU. Y HEKOTOPBIX
OOJIbHBIX JICTIPECCHS] MOYKET COXPAHATHCS FOJIAMH, BO3MOKHBI CYHILIAATBHBIE TOBITKH.

ITopaskeHusi OpraHoB 3peHHs U CJIyXa

OdranbMoornuecKe MposiBICHUs BKIIOYAIOT CyXOW KEPAaTOKOHBbIOHKTUBUT B
pamMkax BTOpUYHOro cuHiapoma III€rpena, 3nucKiIepuT, UPUAOLMKINAT, HILEMHUYE-
CKYI0 HEHpOMATUIO, HEBPUT 3pUTEIHHOIO HEPBA, a TAK)KE M3MEHEHHs, O0YCIIOBIICH-
HbIE TIPUEMOM JIEKApCTBEHHBIX MTPENAPATOB (3aHUE CyOKaICYyIISIPHbIE KATAPAKTBHI).

Bogneuenue opraHa ciyxa B NMATOJIOTMUECKHI Mpoliecc HaOMI0Ia0T PEeIKo
(0-3% cny4aeB) B BHJE CPEIHETO OTUTA U HEBPUTA CIyXOBOTO HEPBa C BOSHUKHO-
BEHHUEM TYTOYXOCTH PA3JIMYHON CTENEHHU.

JHIOKPUHHbIE HAPYIIEHUSA

OnpokpunHble HapymeHus mpu CKB HenocTatouHo M3y4eHbl, XOTS U ITPU3HA-
ercsl ux OoJsiee BBHICOKasi paclpoOCTpaHEHHOCTh IO CPaBHEHUIO ¢ Momyssiuueil. Pa3su-
THE caxapHOro auadera otMeueHo y 7-9 % OONbHBIX, UTO B pAIE CIydaeB 00yCIIOB-
JICHO TJTFOKOKOPTUKOUIHOM Tepanueit. YacTora runotupeosa cocranisiet 1-10 %, ru-
neptupeos3a — 3-11 %, ayroummyHHOr0O THpeouuTa Xacumoto — 0,5-4 %.

3.4. JTUATHOCTUKA, KPUTEPUU ITOCTAHOBKU JUAT'HO3A U
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JANDODOEPEHIMAJIBHASA TUATHOCTUKA
Jlnarno3 ycTraHaBiIWMBalOT HAa OCHOBAHWHU KJIACCHU(DHUKAIIMOHHBIX KPUTEPHUEB
AMEpHUKaHCKON KOJuIeTUH peBmaToJioroB (Tads. 13). Jlns Bepudukanuu guarsosa
CKB neobxoaumo Hanuuue 4 u 6osee u3 11 kpurepues.
Ta6muma 13 - Kputepuun AMepukaHCKON KOJUIETUH PEBMATOJIOTOB
JUTsL AMarHOCTUKU CHCTEMHOM KpacHOM BOJTYAHKHU
dukcupoBaHHas dpuTeMa (TIOCKAsT WIIH BO3BBIIIAONIASICS HAJI 11O~
CkyIoBasi ChIIb |BEPXHOCTHIO KOXKH) Ha CKYJIOBBIX BBICTYIAaX, HMEIOIIAs TCHICHIIHIO K
pacmnpoCcTpPaHESHUIO Ha HOCOTYOHBIE CKIIAJIKH
BosBeImatomniecst spuTeMaTo3HbIE 09aru C MIOTHO MPHISKAITIMHE Ke-
pPaTO3HBIMHU YeNTyHKaMu U (HOJUTUKYISIPHBIMU TTPOOKAMH; Ha CTAPBIX
oyarax MOTYT ObITb aTpoHUUECKHE PYOIThI
dotocencudbu- |KokHas ChINb Kak pe3yabTaT HEOOBIYHOW PEAKIIMH HA COTHEUHBIC JTY-
JU3aIus yn. KoHcTaTupyeTcs manueHToM (aHaMHECTHYECKH) HITH BPadyoM
S13BBI cu3uCTOM
00os10uku pra u/ |M3ba3BIEHUS MOJOCTH PTa UM HOCOTJIOTKH, 0OBIYHO 0€30071e3HEHHBIE
WJTH HOCOTJIOTKH

JnckonaHast
CBIIIb

Hespo3uBHBIC apTpUTHI HE MEHEE IBYX MepU(EepUIECKIX CYCTaBOB,
Aptput MPOSIBIISAIOIIHECS O0JIE3HEHHOCTHIO TP NaTbIIAIUN, TPUITYXaHHEM TIe-
PUAPTUKYIISIPHBIX MATKUX TKaHEH, BEITOTOM

OnHo U3 clIeAYIMNX: MIEBPUT (TIJIEBpaIbHbIe O0IH, IIIYM TPEHUS
IJICBPBI, HATMYHE TUICBPAJILHOTO BHITIOTA, YTOJIICHUE TIEBPATBHBIX

Cepo3uTtsl " .
JIMCTKOB), MEPUKApIUT (MOATBEPKAEHHBIN ¢ moMoIIbio DX0KI nnun
BBICJIYIIMBAaHUEM IIIyMa TPEHHUS MepUKapaa)
TopaxeHne OnHo U3 clAeAYINX: MePCUCTHPYIOoIas mpoTeunypus >0,5 r/cyr,
HodeK KJIETOYHBIC [IWJIUH]IPBI (3PUTPOLIUTAPHBIE, TeMOTTIOOMHOBBIC, 3€PHHU-

CTBIC, TYOYIJISIpHBIEC WU CMEIIAHHBIE)

Hesponoruue- |[OaHO U3 cremyronux (Ipy OTCYTCTBUM MpUEMA JIEKapCTBEHHBIX Mpernapa-
CKHE Hapylle- |TOB WM TAKMX METa0OIMYECKUX PACCTPOMCTB, KaK YPEMHUs, KETOAIH 03
HUS WITY DIICKTPOJTUTHBIC HAPYIICHNS): CYJJOPOYKHBIE TPHITAJIKH, TICHX03

OnHo U3 cieayromux (py OTCYTCTBUU NPUEMA JIEKapCTBEHHBIX Npernapa-
I'emaronorude- [TOB, CHOCOOHBIX BBI3BATH ITU HAPYIIICHHS): TEMOIUTUYECKAsI aHEMUSI C PETH-
CKHUE Hapyllle- |KyJIOLMTO30M, Jeiikonenus <4x10%1 (3apeructpuposannas 2 u 6onee pas),
HUSA ymamgonenys (ypoBeHb MporuTo MeHee 1,5x10%1, BeIsBIseMblii He Me-
Hee JIBYX pa3) TpombonmTonenys (YpoBeHb TpoMoouToB MeHee 100x10%m)
Onno u3 cnenyromux: antutena K HatueHOM JIHK B maTonoruueckom turpe,
HaJIMYUe aHTUTEN K SMith-siepHOMY aHTUTeHY, TIOJIOKUTEITLHBIN TECT Ha
Nmvmynomnoru-  [adJI (yBenmmuenue ypoBas 1gG v IgM AKJL v noiokuTenbHbIN TecT Ha
gyeckne Hapy- |BA mpu UCTIONB30BaHNM CTAaHIAPTHBIX METOIOB, MITH JIOXKHOIIOIOKHUTEIbHAS]
HICHUS peaxmms Baccepmana B TedeHre Kak MUHUMYM 6 MeC. TIpY TTOATBEPKIEHHOM
C TIOMOIIIBIO PEAKITNA IMMOOMITA3AIMH OJIETHOM TPETIOHEMBI U TeCTa (DIIr00-
pecIeHTHOM abcopOIMHY TPENOHEMHBIX aHTUTEN OTCYTCTBUU CHIICa)
[NoBbimenne Tutpa AHA, BBISBIISIEMBIX TTOCPEICTBOM UIMMYHO(ITYOPECIICH-
AHA MU WM IPYTHUMH a/IeKBaTHBIMU METOAMKAMHU (IIPH OTCYTCTBUM MpUEMA Jie-
KapCTBCHHBIX MPENapaToB, BRI3BIBAIOIIMX BOTYAHOUYHOMOIOOHBIN CHHIPOM)

AHaAMHeCTHYECKHE JaHHbIE

Oco0oe BHUMaHHE ClieyeT oOpariath Ha (GaKTOPhI, MPEIIIECTBYIOIINE pa3-
BUTHUIO 0OJIE3HU W/WJIM OOOCTPEHUH, HA AUHAMHUKY KIMHUYECKUX U J1aOOpaTOPHBIX
nokasaresiei B 3aBUCUMOCTH OT MEHCTPYaIbHOIO IIMKJIA Y )KEHIIWH, THHEKOJIOThYe-
ckuil anamHe3. HeoOxoaumbl aeTanbHble CBEACHUS 00 aJUIEPTUUYECKUX pPEeaKIusX.
HemanoBakHoe 3HaUeHHE UMEET HACIIECTBEHHAs IPEAPACIOI0KEHHOCTh (HAINYHE
POJICTBEHHUKOB ¢ P3, cepaeuHo-coCcyIMCThIMU M TIPOYUMH 3a0osieBanusaMu). Crie-
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AyeT yYUTBIBATh COLIMATbHO-3KOHOMUYECKHH CTaTyc, MPO(eccuto u ycioBus Tpyaa
MAlMEHTOB, PETMOH MPOKUBaHUsA (CEBEP, 0T), MUTPALMOHHBIE TaHHBIE.

PuzukajabHoe 00cIe10BaHNe

BbonasupiM CKB Heo0x01uMo npoBeeHUE MOTHOT0 (GU3HKAIBLHOTO 00CIe0-
BAaHMSI C LEJbIO BBISBIICHUS IPU3HAKOB, OTPAXKAIOIINX PACHPOCTPAHEHHOCTh U aK-
TUBHOCTh OCHOBHOTO 3a00JI€BaHUsl, HaJU4YHE COIYTCTBYIOLIEH MATOJIOIMH, CTEle-
HU TSOKECTH MOPaKEHUS! BHYTPEHHUX OPTaHOB U TIp.

JlaGopaTopHblie HCCIeI0BAHUS

Kiunnyeckuii aHAIU3 KPOBHU

 YBennuenue COD HabmomaeTcss 4acTo, HO IIIOXO KOPPETUpPYeT C KINHU-
YECKOM aKTHMBHOCTBIO 3a00seBaHus (MOXKET OBITh B Ipenesiax HOPMbI y OOJIbHBIX
BO BpeMsi 00OCTpPEHHUS U MOBBIIATHCS B Niepuoj pemuccun). Ilpu orcyrcTBumn Bu-
TUMBIX TipuuuH Ui yBenuuenuss COD clienyeT UCKIIYUTh UHTEPKYPPEHTHYIO
UH()EKIIHIO.

* Jleitkonenust (0OBIYHO TUMDOTIEHHUS) KOPPETUPYET C KIMHUYECKON aKTUB-
HOCTBIO 3a00J1€BaHUSI.

* 'unoxpomHasi aHeMHsI MOKET OBITh CIIEJICTBUEM XPOHUYECKOIO BOCHAJIH-
TEIBHOI'O IPOLIECCA, CKPBITOTO JKEIYJIOYHOIO0 KPOBOTEUEHHUs, MPUEMA HEKOTOPBIX
JIEKapCTBEHHBIX TpernapaTtoB. KyMOc-monoxuTenbHas ayTOMMMYHHAsE T€MOJIUTH-
YyecKas aHeMHMsI pa3BUBAETCS PEAKO, B OCHOBHOM IIPU AKTUBHBIX (popMax O0JIE3HU.

* TpomOomnuToneHns 0OBIYHO HAOIIOAAETCS y MalMEeHTOB ¢ BTopuuHbiM ADC.
OdeHb peaKo BO3HHKAET ayTOMMMYHHAasi TPOMOOIIMTOIICHUS, CBsI3aHHAs C CHUHTE-
30M aHTUTEN K TPOMOOIUTaM.

AHaJIM3 MOYHU. BBISBILIIOT IPOTEUHYPHUIO, TEMATYPHIO, JIEUKOLUTYPHIO, LIHU-
JUHAPYPUIO, CTENIEHb BBIPAXKEHHOCTH KOTOPBIX 3aBUCUT OT KIMHUKO-MOP(OJIOTH-
YECKOIo BapuaHTa BOJIYAHOYHOTO HepuUTa.

buoxumuyeckuii anaan3 kpoBu. OTKIOHEHUS OMOXUMHUYECKUX TOKa3aTe-
Jell Hecneuu(UUHbI, 3aBUCAT OT XapakTepa MOpakeHUs BHYTPEHHHX OPraHoB B
pasznuyHbie TIepuo bl Oosie3Hu. YBenuuenue ypoBHsi CPb He xapakrtepHo, B 00J1b-
IIMHCTBE CIIy4aeB OTPAKaeT Pa3BUTHE COMYTCTBYIONIEH HHPEKLIUU.

NmMmyHoJI0THYecKHe HccieJ0BAHUSA

* AH® unu antusinepHbiii GakTop B BBICOKOM THUTPE BBIABISIOT y 95%
6onpubIX CKB. OtcyrctBue AH® craBut noj comuenne nuarso3 CKB.

» Antutena k aycrnupaibHoi JJHK Bessttor y 20-60 % GonbabIX. OTHO-
CUTENBHO CHEeLU(pUYHBI, MOBBIIIEHHE YPOBHS KOPPEIHUPYET C aKTUBHOCTHIO 3a00-
JIEBaHUS U Pa3BUTHEM BOJYAHOUHOTO HedpuTa.

* Aututena k Sm (Smith) BeBisitoT y 10-30 % G0JBHBIX, BHICOKO CIICIHU-
(¢uuHbl. AHTHTENAa K MaJloMy siiepHoMy pubonykiieonporenny (RNP) wame onpe-
nensitoT y 0onbHbIX ¢ KapTuHOM C3CT (penomen PeitHO, MUO3UT, MIIOTHBIA OTEK
kuctei). Auturena k RO/SS-A couerarores ¢ muMQorieHHeH, TPOMOOIMTOTICHUEH,
doToaepmaTuTOoM, JNEroYHbIM (GuOpo3oM, cunapomom Lllérpena. AnTuTEna K
La/SS-B vacto oOHapyXKMBarOT BMECTE C aHTHTeJIaMU K RO, HO UX KIMHHYECKOE
3HAYEHHE HE SICHO.

» AuTurtena k pochomunuaam — AKJI (yBenuuenue yposus 1gG u/unu IgM),
BA, noxxHomnonoxurenbHas peakuusa Baccepmana — xapaktepubl aiiss ADC.

» CHmxeHue o011e reMoauTuieckoil akTuBHOCTH komIiuiemeHnta (CHS0) u
ero ornenbHbIX KoMmoHeHTOB (C3 u C4) HabmiogaeTcsi y OOJBbHBIX BOTYAHOUYHBIM
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He(PUTOM, KOppeIupyeT C akTHUBHOCTbIO Hedputa (ocobenno C3). CHuxeHue
CHS50 u ypoBHS OTAETBHBIX OETTKOB CUCTEMBI KOMITJIEMEHTA MOXKET ObITh O0YCIIOB-
JICHO UX T€HETHUUYECKH JIETEPMUHUPOBAHHBIM JIE(PUIIUTOM.

HNHcTpyMeHTAIbHBIE METOAbI MCCIeI0BAHNUS

OnopHo-ABUraTebHbIA anmapar (Ipyd HAIMYUU MOKA3aHW): pEHTIEHO-
rpadus xocteit u cycraBoB, Y3 cycraBoB u Markux tkanei, MPT, nencuromer-
pus (onpenenenrie MIIK) — no Hauana JieuyeHus1, 3aTeM €KEroJIHO.

JlpIxaTebHAasi CUCTeMa: peHTreHorpadus OpraHOB TPYIHON KIETKU (HE
pexe 1 pa3a B roa), npu HaNTUYUU TMOKa3aHUA — (PYHKIIMOHAIbHBIE TECTHI, OPOH-
xockonus, KT nérkux, 9xoKI" (a1 1uarHoCTUKY JIETOYHON TUIIEPTEH3UH ).

Cepaeuno-cocynucras cucrema: OKI', 9xoKI', Y3U cocynoB ¢ usmepeHu-
€M TOJIIHMHBI KOMIUIEKCA «MHTUMa-MEIua» U JuaMeTpa COHHBIX apTepuil (BbISB-
JeHre CyOKITMHUYECKHX MPU3HAKOB aTepockieposa). [Ipyn Hamuuuu moka3aHuii —
monutopupoBanue IKI o Xonrepy, anHruorpadus u mp.

KKT: »30daroractpoayonenockonusi (He pexe 1 pasa B ron), Y3U opra-
HOB OpIOIIHOM MOJIOCTH, NpU Hanuuuu nokazanuii — KT u MPT.

Hepsnas cucrema: MPT, KT, anextpossuedanorpaduis mpyu HATMYNN TIOKa3aHUH.

JAuddepenunanbHass AMATHOCTUKA

JuddepeHunanbHy0 AMArHOCTUKY MPOBOJAAT C T€MAaTOJOTUYECKUMU 3a00-
JE€BaHUAMH (TEMOJIUTUYECKAS] aHEMUS, UIMONATUYECKass TPOMOOUUTONEHUYECKas
nypnypa), CHCTEMHBIMH BacKyJlIUTaMu, JUMQornpoandepaTuBHbIMU 3a00JI€BaHUSI-
mu, apyrumu P3 (Oonesnwto lllérpena, nepsuunbiv ADC, hubpomuanrueit, pan-
HUM PA, 10BEHWJIBHBIM XPOHUUYECKUM apTPUTOM), CMEIIAHHOW KPUOTJIO0YINHEMHU-
el ipu renatute C, CBIBOPOTOUYHOM 00JIE3HBIO, CHHIPOMOM JIEKAPCTBEHHOW BOJI-
YaHKH, [TapaHEOIIACTUYECKUM CHHIPOMOM, CAPKOHUI030M, BOCHAIUTEIBHBIMU 3a-
00JIeBaHUAMM KHILIEYHHKA, WHPEKIMOHHBIMU 3a00J1eBaHUsAMHU (JIallMCKUM Ooppe-
JMO030M, TYOEpKyJIE30M, BTOPUUYHBIM CU(DUINCOM, HHPEKIIMOHHBIM MOHOHYKJIEO-
30M, BUpyCcHbIMH apTpuTamu, BUY-undekuueit, renaturom B u 1p.).

IToxka3zaHus K KOHCYJIbTAUMHU APYTHX CHIELHAJINCTOB

HeBpoJsor: yrouHeHrue XapakTepa U CTENEHH MOPaKeHHUs HEPBHOM CHCTe-
MBI, TOA0OP CUMITOMATHYECKOW TE€panmuu B CiIydae pa3BUTHUS HEBPOJOTHYECKOU
CUMIITOMAaTHKHU.

IIcuxuaTp: Ha3HAYEHUWE CUMITOMATUYECKOM TE€panmuy U pelIeHUe BOIpoca
0 HEOOXOAMMOCTH JICUECHHS B CHEUUATM3MPOBAHHOM CTAallMOHApe MpU HATWYUHU
MICUXOTHYECKUX PACCTPOMCTB (OCOOEHHO MCHUX03a U JENPECCUHU, COMPOBOKIAO-
melcs CynIMIaabHbIMU MBICTISIMU).

OxyJmeT: yTOUYHEHHE TeHe3a 3pUTEIbHBIX HapyIIeHUH (ITaTOJOrusl COCY10B
ceTyaTKH, nposBieHus: moodounoro aevicteus ['K, nHanuuue cunapoma Ill€rpena).

AKYylIep-THHEKOJIOI: COBMECTHOE HA0JI0/IEHHE B NEPUOT OEPEMEHHOCTH.

Hedpoor: perienre Borpoca o MpoBeIeHUN OHOIICHH ITOYKH 1 TeMOTHANIN3A.

DopMyJIHPOBKA IMATHO3A

[pu popmysmpoBKe TMarHo3a HeOOXOIMMO yKazaTh BapuaHT TeueHust CKB, crenenn
AKTHBHOCTH, MEPEYeHb KIIMHUYECKMX CUMIITOMOB U JJA0OPaTOPHBIX HAPYILEHUH HA MOMEHT
o0cnenoBanust. OTAEIBEHO BBIHOCSTCSI COITYTCTBYIOIIHE 3a00JICBaHNS U OCIIOKHEHHUSI.

IHpumep
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CKB, octpoe TeueHue, akTUBHOCTh 3, TIOpakeHHe Nouyek (JIromyc-HeppuT ¢
He(DpO-THUECKUM CUHAPOMOM U COXPAHHOU (QYHKIIUEH MOYEK), KOKH U CIM3UCTHIX
ob6omouek (doToceHcHOMIM3amus, «0ad04yKa», I3BEHHBIH CTOMATHUT, JIQJIOHHBIC U
MOJIONIBEHHBIE KANWLISIPUTHI), CYCTAaBOB (MUTPUPYIOIIHUMA MOJIUAPTPUT), CEPO3HBIX
000104eK (TIJIEBPUT, IEPUKAPIUT), CHCTEMBI KPOBHU (JICUKOTICHHSI, TEMOJTMTHYCCKAS
aHeMmus1). J[ByCTOPOHHSISI HYKHEI0JIeBask Kpyno3Has nHeBMoHus, J{HI.

OneHka aKTUBHOCTH M TIOBPEKIEeHUS PH CUCTEMHON KPACHOH BOJTYAHKE

AxtuBHOCTh CKB orpenenstor mpu moMoiy HWHIEKCOB ¢ OaJUTLHOM cHCTeMOM
orieky. Hanbosiee 4acTo B KIIMHUYCCKOM MPAKTHKE UCHONB3YIOT HHaeKchl SLAM (Sys-
tem Lupus Activity Measurement) , SLEDAI (Systemic Lupus Erythematosus Disease
Activity Index), ECLAM (European Consensus Lupus Activity Measurement) (ta0:.14).
Ouenka aktuBHocT CKB nipu oMol 0ayuibHOM crucTeMbl Hanbosee yao0Ha st 0Tpa-
KEHUs JMHAMUKU CHUMIITOMOB B TEUEHHE OMpPEIEIEHHOTO MPOMEXYTKa BPEMEHH (Kak
MPaBUJIO, HA (POHE JEKAPCTBEHHOM TEPAITUH ITPU IMPOBEACHUN KIIMHUYECKUX UCTIBITAHU ).

JIJi1 yCTaHOBJICHUS HATMYUS IMOTEHIIMAILHO HEOOPATHUMBIX TTOPAKESHUN pa3iiy-
HBIX OpraHoB Mconb3yroT uHiaeke noBpexacHus (SLICC/ACR Damage Index) (ta0m.
15). KyMy/aTHBHOE TIOBPEXICHHE — MMOPKEHUE OPIaHOB U CUCTEM OPTaHHYECKOTO WITH
(YHKIMOHATBHOTO XapaKTepa, HAKOTJIEHHOE 3a Teproj 00sie3HU. B OaibHYIO OILICHKY
BKJIFOYAIOT BCE TUIIBI MOBPEXKICHUS C MOMEHTa Havana 3a0ojeBaHus (00yCIOBIECHHbIE
HerocpercTBeHHo CKB wimu pasBuBIIMECs BCIESICTBUE MPOBOAMMON TEparuu), Mpu
ATOM YUYHTBIBAIOT TOJIBKO MPU3HAKK, COXPAHSIONINECS B TCUCHUE 6 Mec. U OoIree.

Ta6muma 14 - OneHka akTHBHOCTH CHCTEMHOM KpacHOM Boyanku mo mkane ECLAM
(European Consensus Lupus Activity Measurement)

CuMnrombl | XapakTepucTHKA, MOACYET B Dajax
1. O0mue nposiBjaeHus (J00ObIe M3 caeaywinux x 0,5 6as1a)
JIuxopanka YTpennss temnepatypa Boie 37,5 'C, He cBs3aHHAs ¢ HHPEKIHEi
Ycranocth CyOBEKTHBHOE ONTYIICHHE MOBBIIICHHONW YTOMIIIEMOCTH

2. CycraBHble niposiBjeHus (Jiro0bie u3 ciaeaywmux x0,5 6aa)

HenposuBHbIN apTpuUT, C MOpaKeHHUEM JBYX U OoJjee nepudepuye-
ApTpUTHI CKUX CYCTaBOB (3aIsICThsI, AUCTATHHBIE HITU MPOKCUMAIILHBIC
Mex(aTaHrOBbl€ CYCTaBbl, MICTHO-(aJIaHTOBBIE CYCTABBI)
JlokanuzoBanHast 60J1b 6€3 00BEKTUBHBIX CUMITOMOB BOCIIATICHHUSI
JIBYX U OoJiee nepugeprudeckix CycTaBoB

3a. AKTHBHBIE KOKHO-CJIU3MCThIe MPOosiBJeHMsl (J1100bIe U3 caeayroiux x 0,5 6aa)
OputemMaro3Hasi cbillb | DUKCUPOBAHHAS SpUTEMA — IUIOCKAS WM BO3BBIIIAIOIIASCS B CKYJIOBOM
B CKYJIOBOM 0071acTH | 00JIACTH C TEHICHIIMEN K PaCIpOCTPpaHEHHUIO Ha HOCOTYOHYIO 00J1aCTh
I'enepann3oBanHas | [IaTHHCTO-MAMYNE3HAS CBIITb, HE CBS3AHHAS C PUEMOM JIEKApCTB. MOXKeT
ChIIIb OBITh Ha JIIOOOM Y4JaCTKe Tella, HE 3aBUCUT OT MPeObIBaHMSI HA COJTHIIE
DpuTemMaTo3Has WK ISTMTMEHTUPOBAHHAS BO3BBIIIIAFOIIASICS OJIAIIKA C
NpUPOCLIEH KepaTHYeCKOH Yyelryikon i (osMKyIIpHOM pOOKOH
Bxittouasi nuruTaibHbIe S3BEI, MypIypy, KPAMUBHUILY, OyIIE3HbIC

Aptpanrun

JIMCKOMIHAS ChIIb

KoxHp1i1 BacKynut

BBICHIIAHUS
S13BBI pOTOBOI TI0JIO- [ SI3BBI BO PTY HIIM HOCOTJIOTKE, OOBIYHO 6€300J1e3HeHHbIe, 00HA-
CTH pY’KHBaeMbIe BpauoM

3 b. Pa3zBuTHE KOKHO-CJIM3HCTHIX MPOSIBJIEHHUI X 1 6aJ1J1, ec/IU BbIlIIeHA3BAHHbIE
NPU3HAKYU NOSIBJISIIOTCA BHOBb; €CJIM yXY/AlLLIeHUe IPU3HAKOB MOCJIe MOC/IeIHero
Ha0aoaeHus — +1 6as

4. Muo3ur x2 0aJu1a, ecjim NoATBePKAEH noBbimieHneM YpoBHS K@K u/winu IMT,
WJIH THCTOJIOTHEN
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5. llepukapaut x1 0aJ1a, ecjin NEPUKAPIAUT MOATBEPKAEH ¢ moMoubio IKI nian
IxoKI', 1100 BbICJTYHNIMBAETCS IIYM TPEHUS MEPUKAPAA NIPH AYCKYJIbTAIIMH

6. Kunmeynble nposiBjieHus1 (Jilo0Oble U3 CJIeIYIIIUX X 2 0ajuia)

Backynur kuiieunmka

O‘-ICBI/II[HOCTB OCTpPOT'0 BACKYJIMTA KUIICYHUKA

AcenTruueckuii me-
PUTOHUT

BoInoT B OproniHoi MoJIOCTH MPU OTCYTCTBUU UH(EKITHH

7. JIérounble nposiBjieHus (J100bIe U3 cjaeaymux x 1 0as)

AJNre3uBHBIN WM SKCCYIaTUBHBIN, MOTBEPKAEHHBINA ayCKYJIbTa-

[LneBpur
THUBHO WJIU PEHTIEHOJIOTHYECKH
TTHCEMOHIT EnviHn4HbIE MM MHOKECTBEHHBIE 3aTEMHEHHUS HA PEHTreHOrpamMMax,
OTpaXkaroIIMe aKTUBHOCTh 3a00JIeBAHNS U HE CBS3aHHbIE C MH(EKIHEH
[Iporpeccupyromas
OJIBIIIKA

8. IlcuxoHeBpoJIOTHYeCKHe NMPOosiBJIeHHsI (JIIOObIe M3 CJIeIYIOIIHUX X 2 0aJ11a)

I'onoBHas HenaBHO pa3BuBIIAsACS, CTOMKAs WM IEPCUCTUPYIOLLAs], MAJIOTyBCTBH-

00J1b/MUTPEHB TEJIbHAS K AHAJIBIETUKAM, HO YyBCTBHUTEIIbHAS K KOPTUKOCTEPOUIAM
Mautbie win GoJbIINe MPUTIATIKUA U XOPEOKMHETUYECKUI CHUHIPOM,

DNUNPUCTYTIBI HE SBJISIOLTUECS CIIEICTBUEM MOOOYHOTO JEHCTBUS JIEKApCTB U
MeTab0IMYECKIX HApyLIEHUI

NucynbT

OHnedanonaTus CHKeHHE TaMSTH, OPUCHTAINN, BOCTIPUSTHS, CIOCOOHOCTH CUETa

[Icuxo3sl IIpu oTCyTCTBHMM NEHUCTBHS JEKAPCTB

9a. Iloyeuynnble nposiBjaeHusa (J100bie U3 ciaeaywmux x 0,5 6aaaa)

IIporennypust Cytounas npoteunypus 6oxee 0,5 r/cyt
MoueBoi ocaok OpuUTpOLMTYpHsl, THIUHIPYPHUS
['ematypust MakpocKonnueckasi Wi MUKPOCKOIIMYECKas

[ToBbilIeHUE YPOBHSA
Kpe-aTaHWHA WU
CHUKEHUE KIIUPEHCa
KpEaTUHHUHA

9b. Pa3BuTHE MOYEYHBIX NPOSIBJICHHUI X 2 0aJ11a, €CJIH JII000H 13 BhIlIENnepeYnc-
JICHHBIX MPU3HAKOB MOPa’KeHHUsI MOYeK BBIABJIAIT BHOBb WM HAOIIOAAIOT YXY/I-
IeHNe M0 CPABHEHHUIO C MOCJIeTHUM HA0JII0IeHHEM

10. I'emaToioruuecKue Nnpu3Haku (Jiro0ble U3 cjaeayrmux X 1 6aaa

Heremonutuueckas |KymOcHeratrBHasi rTHIIOXpOMHAsI UM HOPMOXPOMHAsi aHeMHus €3
aHEeMUs PETHKYIOIMTO3a

I'emomnTHueckas

AHEMIS KyMOc-mio3uTrBHAsS TEMOTUTHYECKAS aHEMUS C PETUKYJIOILIUTO30M
Jlelikonenus Memnee 3500, nu mumdonennst meree 1500 B Mk
TpomOoruronenuss |Menee 100 ThIC. B MK

11.CO3 >25 MM/4 nipu OTCYTCTBUU APYTUX TIPUUUH

12a. 'unokomiieMenTemMusi (Jilo0bie U3 ciaeayromux x 1 6amn)

C3

Paguanbhas nuddysus win HedenomeTpus

CHS50

CraH1apTHBIN T€MOJUTUYECKUI METO

12b. PazBuBaromasicsi runmokoMiieMeHTeMus x1 0a/1J1 Mpu 3HAYUTEIHLHOM CHUIKe-
HUM YPOBHsI KoMmijieMeHTa (C4) no cpaBHEHMIO € MOCJIeIHIUM HA0II01eHUEeM

POuHAIBHBIA CUET

Taomuna 15 -

HNnaekc noBpex1eHus Npu CUCTEMHOM KPACHOM BOJIYAHKE

«SLICC/ACR Damage Index»

Cuér,

IIpu3zuak
p 0aJLIIBI
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Opran 3peHust (Kaxabli 171a3) IpU KIMHAYECKOMN OLIEHKE

JIrobast kaTapakra

N3MeHeHust ceTyaTKU WM aTpo(usi 3pUTEIBHOIO HEPBA

HepBHa}I CHUCTCMa

KorautusHsie HapylieHUs (CHIKEHUE TAMSTH, TPYAHOCTH CO CYETOM, TUIOXast
KOHIICHTpALIKsl, TPYAHOCTH B pa3rOBOPHOM peuH WK MUCbME, HAPyIIIEHHbBIN
YPOBEHb UCMIOJIHEHUST) WM OOJIBIINE TICUXO3BI

CynoposkHble IPUNAAKU, TpeOyromue JeueHus ooyee 6 Mec

WNHcynpTe KOTMa-1100 (cu€T 2 Gasuta, ecnu >1) winm nepedpanbHas pe3eKIus,
HE CBsI3aHHAasi ¢ HOBOOOPa30BaHUEM

UepenHo-Mo3roBast win nepudepuydeckasl HeBponaTus (MCKII0Yasi 3pUTEIbHYIO)

[TonnepeyHblii MUETUT

Iloukn

Kiy6oukoBast punprpanus <50 mi/MuH

[Iporennypus >3,5 r/cyr

Koneunas cTaaus IMMO4YCHYHOI'O 3a00J1eBaHMs (BHC 3aBUCHMMOCTH OT JUaJIM3a UIU
TpaHCIUIAHTAlluX !

w

Jlerkue

JI€rounas runepTeHsus (BpIOyXaHue IPaBoOro KeayJ0uKa Uiu 3BOHKUH || ToH
HaJl IEFOYHON apTepueit)

JI€rounsrit pubpo3 (Ppu3HKaILHO M PEHTTEHOJIOTHYECKH )

CmopiieHHOe JIETKOE (PEHTI€HOJOTHYECKH )

[1neBpanpHbIil GUOPO3 (PEHTTEHOTOTUYECKH )

WNudapkt 1€rkoro (peHTTeHOIOTHYECKH)

G I

Cepl[e‘-IHO-COCYI[I/ICTa}I CHUCTCMa

AOpPTOKOpOHAPHOE ITYHTUPOBAHUE

|

111 xorga-nmu6o (cuét 2 6anna, ecnu >1)

1-2

Kapanomuonatus (nuc@yHKIMs KeTyT0UKOB)

[Topaxxenue KjIanaHoB (TUACTOIUYECKUIN WIIM CUCTOINYECKUHN TIIyM >3/6)

[lepukapaut B TeueHue 6 Mec (WM NepUKAPAIKTOMUS)

e

ITepudepuueckue cocybl

[lepemerxaromasicsi XpoMOTa B TeUEHUE 6 MecCSI1IeB

H

HebGonpImas morepst TKaHU («OAYIIEUKay Mablia)

|

3HauuTeNbHAS MOTEPS TKAHU KOTa-1100 (MOTeps Majblia UM KOHEYHOCTH)
(cuér 2, ecnu OOJNIBIIIE YEM B OJTHOM MECTE)

1-2

Beno3ublil TpoM003 ¢ OTEKOM, U3BSI3BIICHUEM MJIM BEHO3HBIM CTa30M

JKeny104HO-KHUIIEYHBIN TPAKT

WudapkT/pe3exuns KUIeUHUKa (HIKE IBEHAIAaTUIIEPCTHOM KHUILIKH), cele-
38HKH, TICUCHU TN JKETIHOTO MY3BIPs, KOTAA-TH00, 10 JIOOBIM IPUIUHAM
(cuér 1 Gann, ecnu 6oJee 4YeM B OAHOM MECTe)

1-2

Me3eHTepI/IaJIBHa$I HEJOCTATOYHOCTD

XPpOHUYECKUN TEPUTOHUT

|

CTpuKTYypbI WJIM XUpypruyeckue onepannu Ha BepxHen yactu JKKT

KocTHO-MBIIIIEUHAs crucTEMa

Mpieynas atpodus UM ciabocTb

Jlepopmupyromuii uiu 3po3UBHBIN apTpUT (BKJIOYas BIIpaBUMbIE 1edopmann,
WCKJIIOYasi aBaCKYJISIPHbIE HEKPO3bI)

OCTGOHOpOS C NepciIoMaMu I KOJIJIAIICOM ITO3BOHKOB (I/ICKJ'IIO‘IaH aBaCKYJIAP-
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HBI HEKPO3)

ABacKynspHbIA HEeKpo3 (cuét 2 6amna, ecnu >1) 1-2

OcTteoMuenuT 1

Pa3pbIB cyxoxuinil 1

Koxa

Py61ioBast xpoHuueckas ajonerus 1

OO6mmpHOe pyOIleBaHNEe WIN ITAHHUKYJIUT (KPOME BOJIOCUCTOM YaCTH TOJIOBBI U 1

MOJIyIIeYeK MaIbIEB)

W3bsa3BneHuns Koxu (MCKITtodast TpoM003) B TedeHue bojee 6 mec 1

ITonoBas cucrema

[IpexieBpeMeHHast HEIOCTATOYHOCTh TOHAJL \ 1

OHJIOKPHHHASI CUCTEMA

Caxapnblii 1nabet (BHE 3aBHCUMOCTH OT TepaIvin) |1

Manuranzanusa

Hckmrouas qucmasuto (cuét 2 6auia, ecau 0osiee 0JHON JIOKAIU3aLuN) | 1-2
Ecin MuO3UT, NICUXOHEBPOJIOTUYECKUE M MOYEYHBIE CUMITOMBI — €IUH-

CTBEHHBIE TMPOSBICHUS cpeau MyHKToB 1-10, cienyer moGaButh 2 Oamma. Ecnou
(UHATBHBIN CYET HE LEN0E YUCIO, OKPYTIUTh 10 MEHBIIETO YUcia MPU 3HAYECHUU
<6 u a0 Oosblero yucia npu 3HaueHuu >6. Ecnu punansabiil cuét >10, okpyr-
Utk 110 10.

3.5. OCHOBHBIE IMTPUHIIAIIBI IEHEHUA

JleyeHue AOMKHO OBITH MAKCUMAJIbHO MHIUBUIAYaIU3UPOBAHHBIM. [[71s BBI-
0opa TaKTUKU BeJAEHUs OOJIbBHOIO HEOOXOOUMO OINpPEAENIUTh BEAYLIUH CHUHAPOM,
OLICHUTh aKTUBHOCTb OO0JIE3HM, XapaKTep U CTENEHb BBIPAKEHHOCTH COMYyTCTBYIO-
mel marosnoruu. VCKimounTenbHO BakHO pasrpanuueHue obdoctpenus CKB u
0CTpPOro MH(EKIIMOHHOIO MpoIiecca.

Junamuka abopaToOpHbIX (0OCOOEHHO MMMYHOJOTMYECKUX) MOKa3aTeneil B
OOJIBIIMHCTBE CIy4YaeB HE SBJSETCS OCHOBaHUEM JJIsl Koppekuuu tepanuu. Crneny-
€T MOMHUTb, 4TO OosibHble CKB Hepenko CKIOHHBI K Pa3BUTHIO aJJIEPTUUYECKUX
peaklMii Ha MHOTHE JIEKApCTBEHHbIE CPEACTBA, B MEPBYIO OUYEpeab aHTHOAKTEPU-
anbHbIC (0COOEHHO CyIb(haHUIAMUIBI).

eab JeyeHnsn

* JlocTiokeHre KIMHUKO-Ia00paTOPHOM PEMUCCUU 3a00JI€BaHUSI.

* IIpenoTBpallieHre MOpaxeHUsl KU3HEHHO Ba)KHBIX OPTaHOB U CHCTEM, B
nepByto ouepeap nouek u [{HC.

* YiydlieHue KauecTBa )KU3HU.

IHoxka3zaHus K rocnuTaIM3auumn

 Jluxopanka HesicHOTO reHe3a (MH(MEKIMOHHBIE OCJIOKHEHUS — OJHa W3
HanOoJiee yacThIX MpuurH cMepTH 601pHBIX CKB).

* bony B rpyiHOM KIJIETKE.

* Hanuuue cumnromoB nuddysnoro nopaxenus [HHC.

* BripaxkeHHbIE IUTONIEHUU.

* AKTUBHBIE (POPMBI BOJYAHOUHOTO HedpuUTa M OBICTPOIPOrPECCUPYIOIIAs
oYeYyHask HeJJOCTATOYHOCTb.

* OCTpbIii MTHEBMOHUT WJIM JETOYHOE KPOBOTECUYEHHE.
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* O6octpenne CKB (mpu HEBO3MOKHOCTH KOPPEKIUHU JICUeHUs Ha aMOyJia-
TOPHOM JTare).

HemennkaMeHTO3HOE JIeUEeHHE.

OO011e peKkOMEeHJAIMU: CHUKEHUE TICUX0IMOIIMOHAIBHON HArPy3KH, YMEHb-
[IeHHEe MpeObIBaHMUS HA COJIHIIE, AKTUBHOE JICUCHUE COMMYyTCTBYIOIIUX 3a00IeBaHUIA.
B nepuon o6octpenust 3a0oneBanust 1 Ha GOHE JICYCHUH ITUTOTOKCUYECKUMHU TIpe-
naparamu rnokaszaHa 3QgdektuBHas KoHTpauenius. [I[poTuBonoka3zaHbl nepopanb-
HbIE KOHTpALECNTHUBHBIE NpenapaTbl C BBICOKUM COAEPKAHUEM SCTPOTEHOB, IIO-
CKOJIbKY OHHM MOTYT BbI3bIBaTh obocTpenne CKB. Cnemyer usberath BBeIeHUS
BaKIMH U JIEYeOHBIX CHIBOPOTOK. C 11e51bt0 MPOGUIAKTUKH OCTEONOPO3a PEKOMEH-
JIOBAaHO TMpEeKpalleHUue KypeHHs, YNOTpeOJIeHUE MUIIU C BBICOKUM COJEpKAHUS
Kanblus, Gu3ndecKue ynpakaenus. [ mpoduaakTKy aTepocKiIepo3a moka3aHa
JUeTa C HU3KUM COJEP>KaHUEM KUPOB M XOJECTEPHHA, MPEKPAILEHUE KypEeHUs,
KOHTPOJIb MAcCChI TeJa, PU3NUECKUE YIIPAKHEHUS.

MenukaMeHTO3HOeE JieueHne

Haunbonee Baxkubie JiekapcTBeHHBbIC cpenctBa st eueHuss CKB — 'K, uu-
TOTOKCUYECKUE Ipenapatsl, ruapokcuxiopoxus, HIIBII.

I'1roKoKOPpTUKOUIBI

'K xopoTtkoro neictBus (IPeAHU30JIOH U METHINPEAHU30JIOH) — Hanbosee
s pexTuBHBIE NeKkapcTBeHHbIE cpencta Aist JeueHuss CKB. [lo3za 'K 3aBucut ot
aKTUBHOCTHU 3a00JI€BaHUS.

* BOJBHBIM C HHU3KOM aKTUBHOCTBHIO 3a00JIEBaHMS HA3HAYaIOT HEOOJIbIINE
no3sl I'K (mpennusoinion <10 mr/cyr).

* [Ipu ymepeHHOU aKTUBHOCTU — cpenHue 1036l (20-40 Mr/cyT.) B TeueHue
4 Hen. ¢ NOCTENEHHBIM CHIYKEHUEM 10 MTOIEPKUBAIOIIEH T03bI.

* [Ipu BrICOKOI akKTUBHOCTH 00Jie3HU U TsxkEnoM nopaxkenuu [[THC, mouex,
CUCTEMBI KPOBH (TPOMOOITUTOIICHUH, TEMOJIUTUYECKAs] aHEMHUS) Ha3HAYAIOT BBICO-
kue 1036l 'K B coueTannu ¢ IMTOTOKCUYECKUMHU Tpernaparamu. AOCOIIOTHOE T0-
Ka3aHWe JUIg HazHadeHWs BbICOKMX 103 I'K [1 mr/(krxcyr.) m Goiee] — OBICTPO
IPOrPECCUPYIONIEE NOPAKEHNE KUZHEHHO BAKHBIX OPraHoOB. [[IUTENBHOCTD MpH-
éMma Bricokux 103 'K Bapbupyet oT 4 10 12 Heq B 3aBUCUMOCTH OT BBIPAXKEHHOCTH
KJIMHU4Yeckoro s dexra. CHUKEHUE 103bI CIEAYET MPOBOJIUTH MOCTENEHHO, MO
THIATEIBLHBIM KJIMHUKO-TA00paTOPHBIM KOHTPOJIEM, a MOJAEPKUBAIOIINE 1036 (5-
10 Mr/cyT.) He0OXOAUMO IPUHUMATh B TEYEHUE MHOTHUX JIET.

[Tynsc-Tepanus (500-1000 Mr meTuInpeAHN30J10Ha BHYTPUBEHHO KaleJIbHO
B TeueHue Kak MUHUMYM 30 MHH. 3 JHS TOAPS]) MOKa3aHa OOJIbHBIM C BBICOKOM
aktuBHOCThI0 CKB ¢ 1enpio goctukenus obicTporo 3h@exra, a TakKe CHUKEHUS
1036l nepopaiibHbIX ['K.

HuTroToKkcHYecKue npenaparTbl

[Toka3aHusi K BKJIIOYEHHIO B KOMIUIEKCHOE JyieueHue OosibHbix CKB mwmro-
TOKCUYECKHUX MPenapaToB: aKTUBHBIN BOJYAaHOUHBIN HEQPUT; BhICOKas oOLIas ak-
TUBHOCTH 00Jie3HH; pe3ucTeHTHOCTh K ['K, pazButne no6ounbix peakiuiit Ha ['K Ha
paHHUX ATanax JieyeHus (HampuMmep, SIBJICHUS TUIEPKOPTUIIM3MA Y MOJIPOCTKOB),
HEO0OXOIUMOCTh OBICTPOTO CHMKEHUS WM YMEHBIICHUS MOAJIEPKUBAIOIIEH JT03bI
MPEAHU30JI0HA, npeBbimatomneit 15-20 mr/cyt. llutoTokcuueckue mpenapartsbl clie-
JyeT MPUMEHSThH JUIUTETHHO (10 HECKOJBKHUX JIET), IPH 3TOM PEryJsipHOe HaOIt0-
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J€HUE U WHIAUBUAYAIbHBIA MOAOOP 103bl MO3BOJIAIOT 3HAYMTEIBHO YMEHBIIUTH
KOJMYECTBO MOOOYHBIX PEAKIIUN U OCIOKHEHHH.

Hukaopochamua — npenapar BIOOpa MPH BOIYAHOYHOM HEDPHUTE U TsKE-
nom nopaxkeanu [{HC. Hasnauenue nmkmodochammna exxemecsano mo 0,5-1,0 m/u
BHYTPHUBEHHO KaleJIbHO B TEYEHHE 6 MEC., a 3aTeM Kaxble 3 MEC. B TEUEHUE JIBYX
JIeT B COYETAaHUU C MyJbc-Tepanueil Metuimnpeaau3ononom (mo 1,0 r/cyT mocneno-
BaTENIbHO B T€UEHHUE TPEX MHEH) u nepopaibHbiM puéMoM 'K (mpeanuzomnon 40-60
MT/CYT.) TO3BOJISICT YBEJIWYUTh BBDKUBAEMOCTH OOJBHBIX MPOJM(EpPaTUBHBIM BOJI-
YaHOYHBIM He(pHUTOM B OoJibllIel cTeneHu, yeM MoHortepamus 'K (B Tom uucne
nyibc-Tepanusi) win komouHuposanue 'K ¢ azarnonpunoM. B OonbmmHCTBE City-
4yaeB IpHUMEHEHHe LuKiIodochamMuaa IMO3BOJIAET KOHTPOIUPOBATH KIMHUYECKHE
npossienuss CKB, pedpakrepHbie kK MOHOTEpanuu BbicOkMMHU fo3amu ['K (TpomOo-
nuronenus, nopaxkenue LIHC, nérounbie remopparuu, CHCTEMHBIN BaCKYJINT).

A3aTHONIPUH CJIEAYET MCHOJIB30BATh JUIA MOAAEPKAHUS WHIYLHPOBAHHOU
nukiI0(ochaMuoM peMUCCUU BOITYAHOUHOTO HE(PUTA, JIEUEHUS PE3UCTEHTHBIX K
I'K ¢popm ayToMMMYyHHOH TIeéMOJIMTUYECKON aHEMHUH, TPOMOOIMTOIIEHUU U TOP-
MUIHBIX MOpakeHni koxxu. KomOnHMpoBanHas tepanud azatuonpunoM u ['K cro-
COOCTBYET HOBBILICHUIO OOIIEH BBIKMBAEMOCTH OOJBHBIX BOJYaHOYHBIM He(pu-
toM. CraHmapTHas TepaneBTUYECKash [J03a a3aTUONpPHUHA COCTaBisieT 2-3
Mr/(krxcyT.). MakcuManbHblil 3Q¢dekT Ha (poHe JedeHHs] NaHHBIM IpenapaToM
IIPOSIBIISIETCS HE paHee 6-9 Mec.

Mukodenosara modernst Onarogaps HaJTUYUIO ITUTOCTATUYECKOU (a He
[IUTOTOKCUYECKON) aKTUBHOCTH BBI3bIBAECT MOOOUYHBIE (D (PEKTHI pexe, YeEM a3aTUuo-
npuH. TepaneBTruyeckas 103a COCTaBIsAeT 2-3 I/CyT. U pa3fiesieTcs Ha 2 mpuema ¢
UHTEpBaJIOM B 12 4., mojjepkuBaromias go3a — 1 r/cyr.

MetoTpekcaT HazHavaeTcsa npu pedpakrepHoM Kk MoHoTepanuu ['K Bomua-
HOYHOM apTPUTE U MOPAKEHUAX KOKHU.

Hukiaocnopun B 03¢ <5 Mr/(Krxcyr.) — mpenapar BTOPOTO psija IpH
HE(PPOTUUECKOM CHHJIIPOME, CBSI3aHHOM C MEMOpPaHO3HBIM BOJYaHOYHBIM He(pu-
TOM, U TPOMOOITUTOTICHUH.

Hectepouanbie nporuBoBocnajgure/bHble npenaparsl HIIBII B cran-
JApTHBIX TEPANEBTHUECKUX 033X MOYKHO NPUMEHSTH IS JICYEHUS MBIIIECYHO-
ckeneTHbIX nposiBiieHnii CKB, nuxopaaku 1 yMEPEHHO BBIPAXKEHHOTO CEPO3UTa. Y
nanreHToB ¢ BTopuuHeiM ADC HIIBII cnenyer ucnosib30BaTh ¢ OCTOPOKHOCTBIO,
TaK KaKk OHU MOTYT CIIOCOOCTBOBATH Pa3BUTHIO TPOMOO30B Yy OOJIBHBIX CO CKIIOH-
HOCTBIO K TUIIEPKOATyJISILIUY.

AMHUHOXMHOJIMHOBbIE ITPOU3BO/IHbIC

['MAPOKCUXIIOPOXHUH MCTOJIB3YIOT MPHU MOPAKEHUAX KOKH, CYCTaBOB U KOH-
CTUTYLIMOHAJIBHBIX HApYyIIEHUsX. Ero NmpuUMEHEHWe IO03BOJIAET MNPEIOTBPATUTH
paszsute oboctperuit CKB. Kpome Toro, ruipOKCUXJIOPOXUH CHUXKACT YPOBEHb
JUNUIO0B U YMEHbIIAET pUCK TPOMOOTHYECKUX ocioxHeHui. Heobxoaumo mpose-
JIEHUE TOJIHOTO O(TaIbMOJIOTMUECKOro oOcienoBanus 1 pa3 B roj B CBS3U C
puckom pazsutus perunonaruu (1:5000).

IKCTPAKOPIOPATbHbIE METOAbI JIeYECHUSI

* [Ina3zmadepe3 nokazaH nNpu MUTONEHUH, KPUOTIIOOYTMHEMUY, BACKYIJIUTE,
nopaxxenun IIHC, tpomboTmyeckoil TpomOouuToneHM4ecko mnyprype. Metoj
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UCIIOJIB3YETCS JIs JICUeHHs] HanboJsiee TSHKENBIX OOJNBHBIX C OBICTPONIPOTPECCUPY-
IOIMM MOPaKEHHEM JKU3HEHHO BA)KHBIX OPraHOB (THEBMOHUT, nopaxenue LIHC,
OBICTPONPOTPECCUPYIONIHM JTIOMTyC-HEDPUT C MOYECYHOU HEAOCTATOYHOCTHIO) B CO-
YeTaHUM C aKTUBHOM Tepanueit mukinodochamuaom u I['K.

* CHHXpOHHASl MHTEHCUBHAs Tepanus — Hanbosnee 3(PPEeKTUBHBIN METOA
JICYECHUSI KPUTHYECKUX COCTOSHHUI M MPOTHOCTUYECKU HEOIaronpusTHBIX BapHaH-
toB CKB.

BHyTpuBeHHbIII HMMYHOIJ100YyJIUH

BHyTpUBEHHBII1 UMMYHOTI00YJIMH NPUMEHSIOT ¥ 00JbHBIX CKB ¢ TskEnbiM
nopaxxenueM [LIHC, npu BeipakeHHOU TPOMOOIIMTOINIEHUH, IPUCOSTUHEHUH OaKTe-
puanbHO MH@exuuu. CxeMbl NMPUMEHEHHs TMpernapaTta B HACTOSIIEE BpeMs HE
CTaHIapTU3UPOBAHBI: OOBIYHO 71032 BHYTPHUBEHHOT'O HMMYHOIJIOOYJIMHA BapbUPYET
ot 0,4 10 2 1/(KrxcyT.) B TeueHue 4-5 qHEH.

JAud¢epeHurpoBaHHAS Tepanusa CUCTEMHON KPACHOW BOJTYAaHKH

IopaxeHnune KoOKHU

* [Ipy KOXKHBIX MOPAKEHUAX TOKAZAHBIL:

- Huskue 103b1 ['K (npennuzonon 7,5-10,0 mMr/cyT.);

- ruIpokcuxopoxuH (400 Mr/cyT.);

- mectHble 'K, HO HeoOxomumMo uzberarb npuMeHEHUs (HTOPHUPOBAHHBIX
MpenapaTroB, 0COOEHHO Ha O0JIACTh JIMIA, B CBA3M C PUCKOM Pa3BUTHs aTpoPpuu
KOXU;

- COJIHLIE3AILUTHBIE KpeMbI (IPOTHUB a- U B-ynpTpaduoneToBbIX tydeil).

* [Ipu renepanu3oBaHHOM MOPAXKEHUHU KOXKH, PE3UCTEHTHOM K KOMOMHHPO-
BaHHOM Tepanuu HU3KUMH J103aMu ['K M TMAPOKCHUXJIOPOXMHA, UCIIONB3YIOT a3a-
TUOMPUH B J103€ 2-3 MI/(KrXCyT.) Wi MeToTpekcata 7,5-15,0 mr/ues.

* [Ipu resepanu30BaHHOM KO>XKHOM BaCKYJIMTE WU OYJIE3HOM MOpaKEeHUU
KOXH TI0Ka3aHO OomocHoe BBeaeHue nuknodpochamuna (0,5-1,0 r/m?) B couera-
HUU ¢ MetunnpenHn30yoHoM (1 1). IIpu HeahPeKTHBHOCTH — CUHXPOHHAsI UHTEH-
CUBHas Tepanusi.

ApTpajruu u apTpuThl

* Huzkue no3e1 'K (<10 mr/cyT npeaHu30Ji0Ha).

* l'uapoxcuxnopoxus (200-400 mr/cyT.).

 HIIBII B crangapthbix go3ax. ¥Y marueHToB ¢ ADC HE0OXOAUMO € OCTO-
POKHOCTBIO MCIOJIb30BaTh celiekTuBHbIE HITBII.

* [Ipy Hammuum pe3ucTeHTHOCTH K Tepanuu 'K, rMapoKCUXIIOpPOXWHOM H
HIIBII — metotpekcar 7,5-15,0 r/nen.

IHoaucepo3ut (MJIeBpUT/IIEPUKAPIAUT)

* [Ipenauzomon B g03¢ 0,25-0,5 Mr/(Krxcyr.).

« HIIBII B cTangapTHbIX 103aX.

* [Ipu HEaPPeKTUBHOCTH — MyJIbC-TEPANUS METHINPEAHU3OIOHOM B COue-
TaHUU C a3aTHONPHHOM.

* IIpu yacTbIx peuuauMBaxX CEpPO3UTa — BHYTPUBEHHBI MMMYHOIJIOOYJIUH
(0,5 r/kr B TeueHue S5 nmocaea0oBaTEIbLHbBIX JTHEH).

ITHeBMOHUT
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* [Iynec-Tepanust MmeTuianpeaHn3o010HoM (1 1) B codeTanuu ¢ mukiodocda-
muzgom (0,75-1,0 r/m?) ¢ mocnexyromum HazHauenneM 'K per 0S: mpeaHu3o0oH B
no3e 1 mr/(Krxcyr.).

* [Ipu anbBeONIIPHOM KPOBOTEUYEHHM TOKa3aH IutazMadepes ¢ Mocienyro-
MM BBEJICHUEM MeTUnpeaan3oi0Ha (1 r) u nuxnopochamuna (1 r/m?).

AYTOMMMYHHAasl FeMOJIUTHYECKAS] AHEeMUsI

* [Ipenan3om0H 1 Mr/(Krxcyr.).

* B ciyuae BeipaxkeHHOTO (MeHee 70 1/1) M OBICTPO IPOTPECCHUPYIOLIETO
CHIDKCHUS YpPOBHSI TeMOrioOMHa HEOOXOAMMO MPOBEACHUE MyJIbC-TEPAlNN Me-
TUINPEIHNU30JI0HOM (1 T B TedeHue TpEX MOocae0BaTEIbHBIX THEH).

* [Ipu HeapdexTrBHOCTH ['K-Tepanuu — a3aTHONPUH B 03¢ 2-3 MI/(KTXCYT.).

* V manueHToB € TSHKENOM OBICTPO MPOTPECCUPYIOLIEH TI'e€MOJUTUYECKON
aHemuel, pedpakTepHON K TIIOKOKOPTUKOWIHOW Tepamuu, — HUKIodochamua
(0,75-1,0 r/m?).

TpomGounTonenus (ypoBeHb TPOMOOIMTOB Huke 50x10% 1)

* [Ipenuu3om10H B g03e 1 MI/(Krxcyr).

* Ilpu OBICTPOM CHUXXEHUU YpPOBHS TPOMOOILIMTOB — ITyJIbC-TE€pPANUsi Me-
TUJITIPEIHU30JI0HOM (1 T B TedeHHue TpEX MOoCIe0BaTEIbHBIX THEH).

* [Ipu orcyrctBuu B Teuenue 1 Hepenu r¢pdexra Ha Gone ['K-repanum —
MyJIbC-Tepamus MUKIOPOchHaMUIOM HIH a3aTHONPUHOM B 103¢ 2-3 Mr/(Krxcyr).
Bp1600p HMMYHOCYTIPECCUBHOTO MperapaTa 3aBUCUT OT BBIPAKEHHOCTU U CKOPOCTHU
IPOrPECCUPOBAHUS TPOMOOIIMTONICHUH, @ TAK)KE OT HAIUYHUS JPYTUX MPOSIBICHUM
CKB (mipu HedpuTte nokazan nqukiopochamun).

* [Ipu HEAIPPEKTUBHOCTH MMMYHOCYIIPECCUBHOM Tepany, BHIPAXKEHHOM CHU-
KEHHH YPOBHs TpoMOOUMTOB (Hivke 25x10%1) M HaMMUMKM reMOpparuyeckoro CHH-
JpoMa MOKa3aHO MPUMEHEHHUE BHYTPUBEHHOTO UMMYHOTI00yauHa [0,5 r/(krxcyT.) B
TedeHue 3-5 mocCaeI0BaTeIbHBIX JTHEH .

* [Ipu TpomMOOTHUECKON TPOMOOLMTOIICHUYECKON IMypIype MOKa3aH Iijia3-
madepe3 B COUYETaHUH C BBEJICHUEM CBEXKE3aMOPOKEHHOM IJIa3Mbl U IyJIbC-Tepa-
et ['K.

JlelikoneHus

* He Tpebyer crienmanbHOTO JICUCHUS.

* [Ipu arpanysionuTo3€ noka3aHa MmyJbC-Tepanus METUINPETHU30JI0HOM (HE
menee 1,0 ).

HepBHo-nicuxu4yeckue HapyuieHust

* [Ipenuuzonion 1 mM/(KrxcyT.) B codeTaHuu ¢ nukiopochamuaom (exeme-
caunoe 6omocHoe Beegenre 0,5-1,0 r/m?). [Ipu pa3BUTHH MOOOYHBIX PEaKIMii HA
done nedenuss nukIOGoCchHaMHUIOM WU HATWYUM MPOTUBOIOKA3AaHUW NJISI €rO
PUMEHEHHSI UCTIOIB3YIOT a3aTHOMPHH B 7103€ 2-3 MI/(KIXCYT.).

* [Ipu pa3BUTHM YIpOKAIONIUX KU3HU COCTOSIHUM (KOMa, MONEPEYHbI MUe-
JUT, JMUCTATyC) MOKa3aH Iia3Madepe3 B COUYETAHWU C IyJIbC-Tepamnuer Mme-
THIINpEHU30I0H0M (He MeHee 1 1) u mukinodochamunom (He menee 1 r/m?).

BosyaHo4HbIil HepuUT

Br160p cxembl JiedeHHs U €ro MPOAOHKUTEILHOCTH OCHOBAH Ha OLIEHKE pe-
3yJbTAaTOB THUCTOJOTMYECKOTO HCCieNoBaHUs (MOpP(OIOrHYecKuid Kiacc BOIYaA-
HOYHOTO HE(pPUTA, UHJIEKCHl AKTUBHOCTH U XPOHHU3ALMK) U JIA0OPATOPHBIX MOKa-
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3aTeneil (YpOBHU MPOTEHHYPUU U CHIBOPOTOYHOTO KpeaTWHHWHA). Bhiaensior uH-
TYKITMOHHYIO (TTPOIOJDKATEITLHOCTRIO 3-6 MecC.) U MOAAepKUBAIOIIYIO (pa3bl jmede-
Hud (Tadm. 16).

 Jlnsa npodrnaktuku o6octperuss CKB Bo3M0kHO Ha3HaueHHWE HU3KUX J103
npeaan3oyioHa (meree 10 mr/cyr).

* [Ipu o6octpenun CKB noxazano yBenunuenue 10361 ['K, mpu Heobxonumo-
CTH — TpoBejicHue Mynbc-Tepanuu ['K; npu BepakeHHOW TpOMOOIIMTONCHUH, Pe-
dpakreproii k 'K, moka3an BHYTpHBEHHBIN KMMYHOTJIOOYJIHH.

Xupypruyeckoe je4yeHue

[Ipu TsKETOM TTOPAKEHUM ONMOPHO-IABUTATEIIBHOIO ammnapara MmpoBOJAT JH-
JIONIPOTE3UPOBAHUE CYCTAaBOB. [Ipy HaMMUMKM COIMYTCTBYIOLIEH ITATOJIOTHM TTOKa3a-
HUSI U IPOTUBOINOKA3aHUS K XUPYPTUUECKOMY JICUCHHUIO HE OTIMYAIOTCS OT 00IIle-
MPUHSTHIX.

JKCIEePTU3a HETPYAOCIIOCOOHOCTH

TpynocrnocoOHOCTh OOJBHBIX 3aBUCUT OT XapakTepa TeYeHus 3a00JieBaHUs,
CTENIEHU OCTPOTHI MIPOLIECCa, TAKECTH MOPAKEHUSI BHYTPEHHUX OPTaHOB (B MEPBYIO
ouepenb nouek u [IHC). Onpenenenue rpymn HHBAIUIHOCTH IPOBOJIUTCS B COOT-
BETCTBUM C OOILIECHPUHATON KiacCU(pUKAIMEH U KPUTEPHUSMHU, HCIOJIb3yEMbIMU
IIPY OCYLIECTBJIEHUHU MEINKO-COLUAIIBHON SKCIIEPTUSBI.

JlucnancepHoe HA0IK0IeHne

BosnbHbIe mojuIexar MOCTOSSHHOMY JTUCTIAHCEPHOMY HAOJIOJICHUIO C LIENbIO BbI-
SIBJICHUSI ITPU3HAKOB 00OCTPEHMSI 3a00JIEBaHUSI ¥ IOPAYKEHUS] BHYTPEHHUX OPTaHOB.

PexoMeHxanuu Uil MaMeHTA

* PerynsipHblii KOHTAaKT ¢ MEJUIIMHCKUM MEPCOHAIIOM ISl TTOJTYYEHUS] KOH-
CYJIbTATUBHOW MOMOIIY IO JIOOBIM BOMPOCaM, PEryJIspHbIE MEIUIIMHCKHE 00cIie-
JIOBAHUSL.

* I3meHeHne 00pas3a )KU3HU B CBSI3U C XPOHUYECKUM XapaKTepoM 3a0o0JieBa-
HUsl (B TOM YHCIJIE pelIeHHe BOIpoca Npo(ecCuoHaIbHON OPUEHTAMU U TPYA0-
YCTPOMCTBA), aJICKBATHHIE JTO3UPOBAHHbBIE (U3UUECKUE HATPY3KH.

 CoOroieHre pexuMa Tpyaa U OTAbIXa, TUETHI, PEKOMEHIOBAaHHBIX CXEM Jie-
YEHUS [B TOM YHCIIE OTKa3 OT HETPAAUIIMOHHBIX («HAPOJIHBIX») METOJIOB JICUEHMUS |.

* VckmroueHue Bo3aAeMCTBUS (PaKTOPOB, CIIOCOOCTBYIOIINX OOOCTPEHUIO 3a-
OoJieBaHMUs.

Tabnuia 16 - PekoMenayeMbie CXeMbl Teparuy BOJTYaHOYHOT0 HepuTa
NuayKkuuoHHasi Tepanus IMopxepkuBaIas Tepanus

ITponudeparaBHblii BOM4aHOYHBIH HedpHT (1€rkas Gopma)
I'K 0,5-1 mr/kr B cyrku B TeueHue 4-6 Hel B BUE
MOHOTCparmMu ¢  MIOCJICAYIOIIMM  CHMKCHHUEM 10
0,125 Mr/Kr B CyTKH B TeueHue 3 Mec
I'K 0,5-1 mr/kr B cyrkum + azatumonpun B no3e|['K 0,125 mr/kr B cyTku + a3aTHOTPHH B
1-2 MI/KT B CYTKH J03¢e 1-2 MI/KT B CyTKH
IIpu orcyrctBun 3¢dekra B TeueHue 3 mec — Ooiee
HMHTCHCHUBHBIC CXCMbI
HpOJ’II/I(bCpaTI/IBHHﬁ BOJTYaHOYHBIHM HC(I)pI/IT (YMepeHHaSI TSDKGCTB)

I'K B mo3e 0,5 mr/kr B cyTku + mukodeHnonara mo- Mukodenonara moderun 1,5-1 r/cyr +
¢derun (2 r/cyr) I'K 0,125-0,5 Mr/kT B CYyTKH, I

I'K 0,125 mr/kr B cyTKH B BHUJ€ MOHOTe-
panuu

I'K 0,5 Mr/Kr B CyTKH + a3aTHONIPUH A3zatuonpuH B 7103€ 1-2 MI/KT B CYTKH +
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'K 0,125-0,5 MI/KT B CyTKH, WA

[uknodochamun B/a exemecsuno (7 BBEIACHHM IO
500-1000 Mr/m?, a Buie MOHOTEPANMH MM B KOMOMU-
Haimu ¢ 1000 Mr wmetwimpeaHu3onoHa B/B) +
I'K (0,5-1 Mr/KkT B CyTKH) BHYTpPb, WJIH

Huxnodochamua B/B  eKEeKBapTaIBHO
500-1000 mr/m? B coueranuu + 'K 0,125-
0,5 Mr/KT B CyTKH

Huxnodochamua B/B 1 paz B 2 Hen (6 BBeAEHUH 110
500 mr (cymmapso 3 r) + Mertunnpeaau3onon 500-
1000 mr B/B) + I'K 0,5 MI/KT B CyTKH BHYTpb

[TponudeparuBHbIii BoT4aHOYHBIN HEPPUT (TsDKENAs

opma)

I'K 1 mr/kr B cyTKH + exemecsuHoe BBeneHue [lnk-
nodocpamun  500-1000 mr/m®>  + 1000  mr
METWJINPETHU30JI0HA (B TeueHue 6-12 mec), uiu

[Muknopochamun exexBapraibHo 500-
1000 mr/m? B Teuenue roga + 'K 0,125-
0,5 MI/KT B CYTKH, HITH

I'K 1 mr/kr B cytkum + mukodeHomata mModeTui
2-3 v/cyT, unu

Mukodenonara moderun 2 r/cytr + 'K
0,125-0,5 mr/kr B CyTKH, uiu

I'K 1 mr/kr B cyTku + putykcumab 375 mr/m? 6/6 Ka-
nenbHO 1 pa3 a Heenro (4 BBEICHMS)

A3zatunonpun (1-2 mr/kr B cytku) + 'K
0,125-0,5 MI/KT B CYyTKH

Membpano3ubiii Hedput (1érkas hopma)

I'K 0,5-1 mr/kr/cyt, unu

'K 0,125 mr/kr B cyTKH B BHJE MOHOTe-
panuu, uiu

I'K 0,5-1 mr/kr B cytku + azatuonpuH (1-2 Mr/kr B
CYTKH)

'K 0,125 mr/kr B CcyTKu + a3aTHONPUH
(1-2 mr/Kr B CYyTKH)

Mem6pano3HbIil HehpuT (ymMepeHHas U Tskénast popmbl)

[uknodochamun BayTprBeHHO 1 pa3 a 2 Hex (Ne 6) B
Bue MoHoTepanuu+1 'K BHyTpb, wiu

'K 0,125-0,5 Mr/kr B CyTKH B BHJE MO-
HOTEPAIUH, WIH

I'K 0,5-1 mr/kr B cytku + Luknocnopus (3-5 Mr/kr B
CYTKH), Uil

'K 0,125-0,5 mr/kr B cyTku + azaTwo-
npuH (1-2 MI/KT B CyTKH)

I'K 0,5-1 mr/kr B cytku + azatuonpuH (1-2 Mr/kr B
CYTKH), UIU

I'K 0,5-1 mr/kr B cytku + mMukodeHonata MOQETHI
1,5-2 r/cyt

IIporuo3s

B nacrosmee Bpemst nporao3 CKB 3HaunTENbHO ymydImics: S-JIETHSAS BbI-

)KuBaeMocTh gocturaet 86-95 %, 10-netussa —

70-80 %, 20-metassa — 60-70 %. Tem

He MeHee, cmepTHOCTh ITpu CKB B 3 pasa Bbllie, 4eM B IOMYJISALINH.

K ¢akropam HeOmaronpusTHOro NporHo3a OTHOCAT MOPaKEHUE MoUeK (0co-
o6enHo muddys3ubiii npoaudepaTuBHbIN rIOMepyoHedpuT), Al', My>KCKO# TOJ,
HavaJio 3a0osneBanus B Bo3zpacte 10 20 net, conyrcrByromuii ADC, BHICOKYIO aK-
TUBHOCTH 3a00JI€BaHUsI, BICOKHE 3HAUCHHUS WHJEKCA MOBPEXKACHUS, TPUCOEANHE-
HUE UH(EKINH, OCII0)KHEHUS JIEKapCTBEHHOMN Tepanui.
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PA3JETIV. TECTBI
1.0. TP BBIABJIEHMM BOJIEBHEHHOCTHU B OBJIACTU KPECTLO-

BO-ITIOAB3IOIIHBIX CYCTABOB C JJIMTEJIbHO TEKYIIMM PELIIU-
BUAPYIOIIMUM MOHOAPTPUTOM KPVIIHOI'O CYCTABA OCEBOI'O
CKEJIETA CIIEAYET 3ATIOAO3PUTH

1) 6one3ns Jlaiima

2) IcOpuaTUIECKHUI apTpUT
3) 6one3up bextepena

4) peBMaTOUTHBINA apTPUT

5) 0CTEOXOHIPO3 MOSICHUYHO-KPECTLOBOTO OTAENA
2.0. 11 JOCTMXXKEHUA MAKCHUMAJIBHOU SOOEKTHBHOCTU

MEPOITPUSATUN, HATIPABJIEHHBIX HA TTPO®UIIAKTUKY OCTEOIIO-
PO3A, UX CJIEAYET HAYNHATD

1) mocne 35

2) B 1II0OOM BO3pacTe

3) yepe3 5 JeT nmocje HACTYIJICHUSI MEHOTIAY3bI

4) mocine 45 net 3a 3-5 J€T 10 HACTYIJICHUS] MEHOTIaYy3bI

5) nmociie HaCTYIUIEHHs] MEHOTIAY3bl .
3.0. K OCHOBHbBIM NMATHOCTUYECKUM KPUTEPUAM OCTPOU

PEBMATHYECKOM JINXOPAJIKM OTHOCSTCSI

1) kapauT

2) nonuapTpuUT

3) xopest

4) MOKOKHBIC PEBMATHUUECKHE Y3CITKH

5) BEepHO Bce 3
4.0. TTO IAHHBIM 3XOKI" V BOJIbBHBIX C MUTPAJIBHOU PEI'YP-

TUTAIIMEN MOT'YT BbITh BBISIBJIEHBI

1) nunaTaryst JIEBOTo KeIyJ0UKa

2) nunaTalus JEBOro mpeacepaus

3) pacummpeHne KOpHs a0pThI

4) BepHo 1, 2

5) BepHO Bce

5.0. B JIJABOPATOPHOI JIMATHOCTUKE BOJIE3HHM BEXTEPEBA

[P KJMHUYECKOM TIPEATIOJOXEHNN PEIIAIOIINM TIOJITBEP-
KJIEHUEM JUATHO3A BYET

1) nmutensHoe noBkiieHue COD

2) runoXpoMHasi aHeMus

3) nosbitienue CPb

4) BoisiBienrie HLA 27 anturenos

5) NOBBIILIEHUE AKTUBHOCTH JIN30COMAIBHBIX (DEPMEHTOB

6.0. K MAJIBIM KPUTEPUIM OCTPOIl PEBMATHYECKON JINXO-

PAJIK1 OTHOCAT BCE, KPOME

1) aprpanruu
2) kapauTa
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3) nuxopajaku

4) npeamecTBYOIIEro peBMaTU3Ma UM PEBMAaTUYECKOM 00J€3HU cepana

5) yBenuuenust COD, C-peakTUBHOTO Oelka

7.0. KAKUE TEMATOJIOTUYECKHUE KPUTEPUU BXOAAT B JIUA-
IT'HOCTUYECKUE KPUTEPUU CUCTEMHOM KPACHOM BOJTYAHKU

1) remonuTHYECKAsE aHEMHUSI C PETHUKYJIOIIMTO30M

2) netikonienus meHee 4000/ M.

3) tpom6GoruToneHus Mmeree 100000/ mu.

4) mumpornienust meree 1500/ mi1.

5) BepHO Bce

8.0. IIPEITAPATHI ITEPBOM JIMHUU TTPY JIEHEHUM PAHHEIO PEB-
MATOUJTHOI'O APTPUTA

1) 'KC

2) HIIBC

3) mpenapatsl 30J10Ta

4) IUTOCTaTUKHU

5) nenarun

9.0. JI1 PEBMATUYECKOI'O TIOJIMAPTPUTA XAPAKTEPHO BCE
I[MEPEYUMCJIEHHOE, KPOME

1) ocTporo cuHOBHUHTA

2) CONMyTCTBYIOIIEH TUXOPATIKU

3) «ieTydero» xapakrepa nopaxxeHHusi CyCTaBOB

4) MpenMyIIeCTBEHHOTO TIOPAKEHUS MEJTKAX U CPETHUX CYCTaBOB

5) xapakTepHO Bce

10.0. MYXKUMHA 64 JIET. B TEUEHUE I[TOCJIEJHUX 3-X JIET BEC-
I[TOKOAT BOJIM B OBOUX TA3OBEJIPEHHBIX CYCTABAX, HAUBOJIEE
BBIPAKEHHBIE ITPU ITEPBBIX JIBMXXEHUAX TTOCJIE OTABIXA. C TPVY-
JOM BCTAET CO CTVYJIA. BbIABJIIEHO OTPAHUYEHUE CTUBAHUA U
BHYTPEHHEN POTAIIMEN B TA3OBEJIPEHHBIX CYCTABAX. YTO W3
IMEPEYMCJIEHHOI'O Bbl CUUTAETE HAUBOJIEE TTPABUJIbHBIM COBE-
TOM JAHHOMY IMTAHUEHTY

1) caHaTOpHO-KYypOPTHOE JICUCHUE

2) 3aHdaTHe 0eroM TPYCIOM

3) BBejieHHE B Ta300€IpeHHBIE CYCTaBbl KEHAJIOra

4) ynpaKHEHHE JIe’ka Ha 00BbeM JIBHXKCHUMN

5) mpaBuibHO 1, 3

11.0. BBI3OB YYACTKOBOI'O TEPAIIEBTA HA JJOM. BOJIBHOM 43
T'OJIA, XXAJIOBBI HA BOJIb B IIPABOM CTOIIE. I3 AHAMHE3A HA KA-
HYHE VYIIOTPEBJIAJ B ITWITY HIAIIBIKHY, KPACHOE BUHO B BOJIb-
IOM KOJIMYECTBE. BOJIb JIOKAJIM30BAJIACH INTPEUMYIIECTBEHHO
B OBJIACTH I-1l TIJIFOCHE®AJIAHIOBBIX CYCTABOB ITPABOI CTO-
IIbl. KOXA HAJI CYCTABOM TI'MIIEPEMHUPOBAHA, TOPSAYAS HA
OLIVYIIb, TTAJIBITAIIMA PE3KO BOJIEBHEHHAS, ABWXEHUE PE3KO
OI'PAHUYEHO. ITOJOBHBIE XAJIOBbI TTOABUJINCH BIIEPBBIE. BAIIIA
JTMNATHOCTUYECKAS TAKTUKA

1) myHkuus cycrasa
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2) KJIMHUYECKUI aHaIu3 KPOBU

3) aHaIM3 KPOBU HA MOYEBYIO KUCIIOTY

4) peHTreHorpamma cTor

5) aHanIM3 CyTOYHON MOYU HAa MOUYEBYIO KUCIIOTY

12.0. ITTPU PEBMATOUJIHOM APTPUTE PAHEE BCEI'O ITOPAXA-
IOTCA CYCTABBI

1) moxTeBbIC

2) MO3BOHOYHBIEC

3) KpecTIOBO-MOB3A0LIHBIE

4) npokcUMalibHbIE MEX(aTaHTOBbIE CYCTaBbl KUCTEH

5) KOJICHHBIE

13.0. [TPUEM I'KC BBI3bIBAET CJIEAYIOUHWE [TOBOYHBIE DODOEKTHI

1) MplIieyHas cinabocThb

2) mprCcOeAMHEHNE BTOPUIHON MHPEKIUU

3) runeprivKeMust

4) yraeteHue GyHKIIUU KOPbI HAJIIOUYEYHUKOB

5) BCce mepeUrCICHHbIC

14.0. U1 KAKOI'O 3ABOJIEBAHUSA XAPAKTEPHO: YTPEHHAA
CKOBAHHOCTBH MEHEE 30 MUHVYT, bOJIb MEXAHNUYECKOI'O XAPAK-
TEPA, TYT'OIIOJABMXXHOCTDL; OTPAHUYEHUE T[TOABMXXHOCTU CYCTA-
BA, KPEIIMTALUA; ITPU PEHTTEHOJIOIT' MUECKOM UCCIIEJOBAHUN —
CYXXEHHME CYCTABHOM IEJU, CYBXOH/JAPUAJILHBINI OCTEOCKJIE-
PO3, OCTEO®UTHI

1) peBMaToOMAHBINA apTPUT

2) mogarpu4ecKuii apTpuT

3) peakTUBHBIN apTPUT

4) neopMUPYIOIINI OCTEOAPTPO3

5) BepHO 2, 4

15.0. J1A TIOAABJIEHUA AKTUBHOCTU PEAKTHMBHOI'O CHUHO-
BUUTA ITPU OCTEOAPTPO3E UCIIOJIb3YETCA

1) ypuko3zypuueckue npenaparsl

2) XOHIPOMPOTEKTOPHI

3) HIIBII

4) IUTOCTaTUKHU

5) HeT MpaBUJILHOTO OTBETA

16.0. )KEHIIINHA 52 JIET OBPATUJIIACH C X XAJIOFAMU HA BOJIU B
ObOUX KOJIEHHBIX CYCTABAX MEXAHUYECKOI'O PUTMA, KOTO-
PBIE BECITIOKOAT B TEYEHHUE ITOCJIEAHUX 7 MECALEB. Ob-HO: YME-
PEHHAS BOJIESBHEHHOCTb B ITPOEKIIUU CYCTABHOM IIEJIM KOJIEH-
HbBIX CYCTABOB BE3 TIPMU3HAKOB BOCIIAJIEHUA. HA PEHTTEHO-
I'PAMME BEPOATHEE BCEI'O OBHAPY XUTCA

1) HeCUMMETPUYHOE CYKEHUE CYCTaBHOM IIEIN

2) OKOJIOCYCTaBHOM OCTEOIOPO3

3) OTCYTCTBHE OKOJIOCYCTAaBHOM IIENIN

4) 3p0o3uM CyCTaBHOTO Xpslla

5) neexThl KOCTHOM TKaHU B 00JIACTH CyCcTaBa
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17.0. TTAIIMEHTY 66 JIET BIIEPBBIE BBICTABJIEH JUAT'HO3
OCTEOAPTPO3A KOJIEHHBIX CYCTABOB. KYPUT I10 ITAUKE CUT'APET
B JEHDB, BBIIIUBAET TIO 2-3 PFOMKU BOJAKU EXXEJAHEBHO. CTPAJJAET
APTEPUAJILHOM TUITEPTOHUEN W CAXAPHBIM JIUABETOM (ITOJIY-
YAET MOHOITPWJI U MAHWUHWJI). BEC 102, POCT 170 CM. UTO ABJIA-
ETCADAKTOPOM PUCKA OCTEOAPTPO3A YV JAHHOTI'O ITAITMEHTA

1) kypenue

2) apTepualibHas TUNIEPTOHUS

3) caxapHbIii fuadeT

4) oxupeHue

5) 3noynoTpebieHne aJKorojaemM

18.0. JJII PEBMATOUJIHOI'O APTPUTA NJIMTEJIBHOI'O TEUEHUA
XAPAKTEPHO OCJIOXKHEHUE

1) oOmMit aTepOCKIEPO3 COCYI0B

2) HapyllIeHUs YTJIEBOJJHOTO OOMEHa

3) amuIon103

4) MUKO3

5) nopdupus

19.0. Y NTAIIMEHTKU 73 JIET OTMEUYAIOTCA ITIJIOTHBIE KOCTHBIE
PA3PACTAHUA B OBJIACTU NUCTAJIBHBIX MEX®AJIAHI'OBBIX CVY-
CTABOB KMCTEM, YMEPEHHO BOJIESHEHHBIE. KAK HA3BIBAIOTCSI

1) peBMaTouaHbIC y3EIKU

2) Todycsl

3) y3enku ['ebepaena

4) y3zenku bymapa

5) HeT MPaBUIIBLHOTO OTBETA

20.0. YTO 13 HWXEITEPEUMCJIIEHHOI'O HAWUBOJIEE UETKO YKA-
3bIBAET HA BOCITAJINTEJIbHBIN XAPAKTEP CYCTABHBIX BOJIEN

1) 60J1Ie3HEHHOCTD MPU ABUKEHUU

2) KpenuTanus

3) mponudepaTuBHas nedurypaims cycraBa

4) MpUITyXJIOCTh U JIOKAJTLHOE MOBBIIIIEHUE TEMIIEPATYPHI HAJ CYyCTaABOM

5) HeCTaOMIBHOCTH CYCTaBOB

21.0. TTPU KAKOM 3ABOJIEBAHVUN MOXHO OBHAPYXUTH Y3EJI-
KW T'EBEPJIEHA

1) peBMaTONAHBIN ApTPUT

2) ICOpUATHYECKUN apTPUT

3) monarpa

4) octeoapTpo3

5) octeonopo3

22.0. JUIA BOJIMAHOYHOI'O TIOJIMAPTPUTA XAPAKTEPHO BCE
I[MEPEYMCJIEHHOE, KPOME

1) mocrenenHoro Havyana

2) CUMMETPUYHOCTH MTOPaKEHUS

3) yTpeHHEeM CKOBaHHOCTH, TIPEBBIIIAIONIEH MO MPOAOLKUTETLHOCTH 30 MUHYT

4) 4yacThIX 3HAUYUTETBHBIX AehopMalIHii

5) coueTaHusl C BHECYCTaBHOW CUMIITOMATUKOM
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23.0. HA TIPUEM K YYACTKOBOMY TEPAIIEBTY OBPATUJIACH
XKEHOIMHA C XKAJIOBAMU HA CJIABOCTb, BBICTPYIO YTOMIIAE-
MOCTbD, OJIBIIIKY TTPU ®U3UYECKOI HATPY3KE, ITOSABJISAIOIIUECSI
K BEYEPY OTEKU HA THUJIbBHOM ITOBEPXHOCTH CTOIIL KOXHBIE I10-
KPOBHGI BJIEAHHBIE, TOHbBI CEPALIA ITPUTJIYILIEHBI, BBICIIYILIMBAET-
CS TPYBBI CUCTOJIMYECKWH IIYM. B AHAMHES3E B 14 JIET IIEPBAS
PEBMATHUYECKAS ATAKA, IPOTEKAIOIIAA C IIOPAXEHUEM CV-
CTABOB 1 SHJIOKAPAMTOM. BAIIIA TAKTUKA

1) HaGmroeHNE B TMHAMHKE

2) HampaBlieHUE HA KOHCYJBTAIMIO K PEBMATOJIOTY

3) HampaBJIeHUE Ha KOHCYJIBTAIUIO K KapAHUOXUPYPTY

4) HazHAYCHNE aHTHOUOTUKOB U (hypoceMmia

5) nanpasnenue Ha Y3U cepaua ¢ goruieporpadueit

24.0. JUI1 PEBMATHUYECKOI JIMXOPAJIKK XAPAKTEPHbBI CJIE-
JAYIOIUE ITOKA3ATEJIN

1) ymepeHHbIN JEHKOIUTO3

2) nonoxuTeabHbld C-peakTUBHBIN OE0K

3) NOBBIIIEHHBIE TUTPBI AHTUCTPENTOIN3UHA-O

4) noBbIlIeHUE YPOBHS (UOPUHOTEHA

5) BCce epeUrCICHHBIC

25.0. MYXXKUYNHA 64 JIET. B TEUEHUE [TOCJIEAHUX 3-X JIET BEC-
[TOKOAT BOJIM B OBOUX TA3OBEJIPEHHBIX CYCTABAX, HAUBOIJIEE
BBIPA’KEHHBIE TTPU TTEPBBIX ABWXEHUAX TTIOCJIE OTABIXA. C TPVY-
JIOM BCTAET CO CTVJIA. BBISIBJIEHO OIT'PAHUYEHUE CI'MBAHUSA U
BHYTPEHHEN POTAIIMEN B TA3OBEJIPEHHBIX CYCTABAX. UTO B
I[NEPBYIO OYEPEJIb HEOBEXO/JUMO [MPOBECTU, YTO bbl BEPUOUII-
POBATbH JUATHO3

1) uccrnenoBanne CHHOBHAILHOM KUAKOCTH

2) peHTreHorpadguio Ta300eAPEHHBIX CYCTABOB

3) aHaMHECTUYECKHME TaHHbIE O HACIIEACTBEHHON MPepacoIOKEHHOCTH

4) komnbroTEpHAst TOMOrpadusi Ta300€APEHHBIX CYCTAaBOB

5) uccienoBanue JTabOPaTOPHBIX MPU3HAKOB BOCTIAJICHHS

26.0. KAKHME BbIBO/IbI O TIOJJKOXXHBIX PEBMATHUYECKUX Y3EJI-
KAX HE BEPHBI

1) oonapyxuBatorcs y 25-30% O0NbHBIX pEeBMATOUIHBIM apTPUTOM

2) HauboJee 4acTo JIOKaJIU3YIOTCs B 00JIaCTH JIOKTEBOI'O OTPOCTKA

3) KaK npaBuJI0, ACCOLUUPYIOTCS C BBISBICHUEM PEBMATOUIHOTO (aKkTopa

4) Moryt ucye3aThb MPH HAa3HAYEHUH Oa3MCHBIX MPOTHBOPEBMATHYECKHUX
pemnapaToB

5) o0ObIuHO coueTaeTcs ¢ 0oJiee JIETKUM TEUEHUEM PEBMATOMAHOIO apTpUTa

27.0. Y 53-JIETHET'O BOJIBHOI'O TTOCJIE BO3BPAILIEHUSA N3 PECTO-
PAHA HOYBIO TMOABWIMCH PE3KHE BOJIM B OBJIACTU BOJIBILIOI'O
TTAJIBIIA JIEBOI CTOIIbI, TEMITEPATYPA 38,3°C. ITPU OCMOTPE BbISIB-
JIEHA TIPUITYXJIOCTH 1 TUTFOCHE®AJIAHI'OBOI'O CYCTABA, SPKAS
[TMITEPEMUSA KOXHW BOKPYT HET'O. ITPUKOCHOBEHMUE K TTIAJIBLY BBbI-
3bIBAET PE3KOE YCUJIEHUE BOJIN. HAMBOJIEE BEPOSTHBIN INATHO3

1) peBMaTOMAHBIN apTPUT
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2) peaKkTUBHBIN apTPUT

3) nojarpu4ecKuit apTpuUT

4) peBMaTOUIHBIN apTPUT

5) HeT mPaBUIBLHOTO OTBETA

28.0. ¥V XXEHIIMUHBI 28 JIET HABJIIOOJAKOTCA BOJIM B MEJIKUX
CYCTABAX KUCTEM C OTPAHUYEHUEM ITOJBMXXHOCTU. ITPU ITPO-
BEJIEHUM JUO®DEPEHIIMAJIBHON JUATHOCTHUKU MEX]Y PEBMA-
TOWUJIHBIM APTPUTOM UM CKB KAKOH ITOKA3ATEJIb BYJIET PEINIAIO-
1M JIA TIOCTAHOBKU JUATHO3A

1) noBsitienue CO2

2) pEHTTE€HOJIOTUYECKUE TPUZHAKU IECTPYKIIMHU OKOJIOCYCTABHBIX TKAHEH

3) HayIM4YKe peBMAaTOUTHOTO (PAKTOpa B CHIBOPOTKE KPOBH

4) namnumne LE-KIIETOK B KpPOBH

5) noBeIieHre UMyHHOTIIO0Y IMHOB 1 CPb

29.0. KAKOV CUMITTOMOKOMIIJIEKC I[IPU CKB B HAMBOJIBIIEN
CTEITIEHU OITPEIEJISAET IMPOI'HO3 3ABOJIEBAHU A

1) apTput (CHHOBHT)

2) KOXKHas dpUTemMa

3) kapauT

4) BaCKyJIHUT

5) HEBpUT

30.0. MYXXKUMHA 36 JIET IPEJABABJISET JXXAJIOBbI HA PE3KHUE
bBOJIM B JIEBOM KOJIEHHOM CYCTABE C INOKPACHEHUMEM KOXH,
I[MPUITY XJIOCTBIO, OTPAHUYEHUWEM ITIOJABMXHOCTU. 11PN PACCIIPO-
CE BBISICHAETCSA, YTO OKOJIO MECSAIIA HA3AJI OH JIEHMJICA V 3HA-
KOMOTI'O YPOJIOT'A OT «YPETPUTA». BAIITA TAKTHUKA

1) peHTreHorpaMma KOJEHHOIO CyCTaBa U aHaJIu3 KpOBU

2) Ma30K Ha HAJIM4YHE TOHOKOKKOB

3) aHaJIU3 KPOBU U aHAIIN3 MOYU

4) KOHCYyNbTalMs PEBMATOJIOTA

5) myHKIUs KOJIGHHOTO cycTaBa ¢ BBegeHueM ['KC

31.0. TAOUEHT 60 JIET, KYPUJIBIIIMK CO CTAXEM 30 JIET, XKAJIY-
ETCA HA VIIOPHBIE JJIMTEJIBHBIE APTPAJII'M B KOJIEHHBIX, I'OJIE-
HOCTOIIHBIX W TA3OBEJIPEHHbLIX CYCTABAX. CYCTABBI MHOI'JJA
I[MPUITY XAIOT, TTP 5TOM JABMXEHUE CTAHOBUTCA OI'PAHUMYEHHBI-
MU, HO 5T USMEHEHUA HE NEPXATHCA HOJIIO. B TEHEHUE TPEX
MECAIEB IMOXYAEJ HA 8 KI', BECIIOKOUT CHWXEHUWE AIIIETUTA,
CJIABOCTD, IIOHIDKEHHOE HACTPOEHME, IIVIOXOM COH. B OAK —
AHEMUS. BAIITA IMATHOCTUYECKAS TAKTUKA JIOJDKHA BKJIFOYATD:

1) TosbKO HAOIIOIEHUE

2) obcriemoBaHuE C 1IEJIbIO BBISBJICHUS CIIEIM(DUUECKOM MaTOJIOTHH CYCTaBOB

3) obcnenoBaHme I BBISIBIICHUS OITyXOJIEBOTO MpoIecca

4) obcnenoBaHue AJs BhISIBICHUS TyOepKyie3a

5) obcnenoBanme s BBISIBIICHUS 3a00JI€BaHUs KPOBU
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32.0. BEI3OB BPAYA HA JIOM. J)KAJIOBbI HA TTOBBILIEHME T° TEJIA
37,6°C, MUTPUPYIOILUE BOJIM B KPYITHLIX CYCTABAX. B HACTOSILEE
BPEMS BECIIOKOAT bOJIM B IIPABOM KOJIEHHOM U JIEBOM TI'OJIEHO-
CTOITHOM CYCTABAX, KOXA HAJ/I HUMU CJIET'’KA TTUIITEPEMHPOBAHA,
OTEYHA, TEMIIEPATYPA EE IIOBBIIIEHA, JABIKEHNMA B CYCTABAX
BOJIESHEHHBI. HA KOXXE I'PYJIHOM KJIETKU HESIPKUE PO3OBBIE ITATHA
CITPOCBETJIEHMAMMU B LIEHTPE. HAWUBOJIEE BEPOATHO 9TO

1) uHGEKINOHHO-AIIEPTUIECKHUH TOTUAPTPUT

2) peBMaTHUYECKHI apTPUT

3) 6ose3np Jlaiima

4) peBMaTOUIHBII apTPUT

5) ckiieponepmus

33.0. TTPOABJIEHUEM OCTEOAPTPO3A KAKHUX CYCTABOB JIB-
JIAIOTCA Y3EJIKU BYIIAPA

1) nokreBoro cycrana

2) KOJIEHHOTO CyCTaBa

3) npokcuMaIbHBIX MEK(aJaHrOBBIX CYCTaBOB KUCTHU

4) mucTanbHBIX MEX(alaHOTOBBIX CYCTaBOB KUCTH;

5) nepBoro mocHepaaTaHroBoro cycrana

34.0. PEAKTUBHBIE APTPUTHI MOI'YT PA3BUBATHCA [TOCJIE

1) canbmoHeie3a

2) OPBU

3) ypOreHUTAIbHBIX UHDEKIIHIA

4) kpacHyxu

5) BepHO Bce

35.0. K XOHAPOITPOTEKTOPAM OTHOCAT

1) Mesokcukam

2) XOHIPOUTHHA CYIb(aT

3) MugOKaIM

4) nuknogenak

5) BepHo 1, 2

36.0. OPUEHTUPOBOYHBIII CPOK BPEMEHHOIM HETPYJOCIIO-
COBHOCTU ITPU OBOCTPEHMU XPOHUYECKOI'O ITMEJIOHED®PUTA

1) 40-60 gueit

2) 60-90 nuei

3) 25-40 gueii

4) 7-14 nueit

5) 14-22 nus

37.0. PEBMATOMJIHBI ®AKTOP HEOBXOUMO OITPEJEJIATE I

1) moaTBEpKIeHNS UarHo3a PEBMATOMAHOTO apTpUTa y MAMEHTOB C MOJIM-
apTpUTOM

2) [ OLEHKU MPOTHO3a MPH PEBMATOUIHOM apTPUTE (BBICOKME THUTPHI B
Hayasie 3a00JIeBaHMsl, aCCOLUUPYETCS C HEOIAronpUsATHHIM POTHO30M)

3) nnsl OLUEHKU aKTUBHOCTH U 3(PPEKTUBHOCTU Tepallii PEBMATOMIHOIO apT-
puta
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4) BepHo 1, 2

5) BepHO Bce

38.0. K MEPOIIPUATUAM, CIIOCOBCTBYIOIIUM VIJIVUIIEHUIO
OYHKINOHAJIBHOI'O CTATYCA BOJIbHBIX PEBMATOW/HBIM APT-
PUTOM OTHOCATCHA

1) 3amuTa CycTaBHBIX CTPYKTYD

2) opTomeIuYecKHe armapaThl

3) ¢usuotepanus

4) BepHo 2, 3

5) BepHO Bce

ITAJIOHBI OTBETOB 11O TEME: «PEBMATOJIOI U51»

13 24 32 44 54 62 75 82 94 104 115 124 135 144
153 16.1 174 183 193 204 214 224 235 245 252 265 273
284 29.4 30.2 313 322 333 345 352 36.3 374 385
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