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Cnmcok coKpaleHuil 1 YCJI0BHBIX 0003HAYEeHUIH
Bbb — 6one3ns bexuera
BHC — BeretaTuBHasi HEPBHAsI CUCTEMA
BCP — BapuaOenbHOCTh CEPAEUHOTO PUTMA
BY — BbICOKOYaCTOTHBIE
I'K — r1roKOKOpTUKOUIBI
AKKT — xeny1094HO-KUIIEYHBIN TPAKT
NJI — uHTEpNECUKNH
KT — xoMnbroTepHast ToMorpadus
MPT — MarHuTHO-pE30HAHCHASI TOMOTpadus
HBBb — neiipo-6one3ns bexuera
HMII — HanmoHaIbHBIA MEAULIIMHCKUN LIEHTP
HIIBII — HecTepouiHble MPOTUBOBOCTIATIUTEIBHBIE IIPENIAPATHI
HY — H1u3K04YaCTOTHBIE
IMHC — nepudepuueckas HEpBHas cCUCTEMA
PT — Pecnybnuka Tamkukucran
CPb — C-peakTuBHBIN O€JIOK
TI'B — Tpom003 ri1y0OKHX BEH
®HO - daxTop HEKpO3a ONMYXOJIH
HHC — uenTpansHas HEpBHas cucTemMa
BDCAF — Bechet Disease Current Activity Form
HLA — yenoBeueckuii TeHKOUUTAPHBIA aHTUTEH
ICBD - MexaynapoaasiMu KpuTepusMu 0ose3nu bexuera
INFa — untepdepon annha

ISGBD — MexayHapoiHOM IpyIIbl 10 U3y4YeHUo 0oJie3Hu bexuera



BBenenue

AKTYaJIbHOCTh TeMbl HcciaenoBanus. bonesns bexuera (Bb) — 310
MYJIBTUCUCTEMHOE BaCKYJIMTHOE 3a00JIeBaHUE HEM3BECTHOM STHOJIOTHH, KOTOPOE
MOpa)KaeT MEJIKUE U KPYIHbIE COCYHbl, MOPakaeT KaK BEHbl, TaK U apTEepUu U
XapaKTEePHU3yeTCsl HeCTenu(MUUIEeCKUM BOCHATUTEIBHBIM TPOIECCOM KPOBEHOCHBIX
cocynos [Anex6epona 3.C., 2019; Caunos E.Y., 2020; Mogensen C.E., 2020]. Hulusi
Behget BnepBbie onucan penuIMBUPYIONIME TMOPAXKEHUS TOJOCTH PTa/TEHUTAINN U
yBeUT ¢ runonuoHoM B 1937 romy B «Dermatologische Wochenschrifty [Tan S.Y.,
2016; Turgut Y.B., 2020]. deiirenbaym cooOIiui, 4To CUHAPOM bexyera BrepBbie
obut ommcan ['mnmokpaTtom [Feigenbaum A., 1956]. Bb 3apeructpupoBana Bo BceM
MUpE, HO €€ paclpOCTPaHEHHOCTh 0COOEHHO BhicOKa Ha biimxknem Bocroke, JlaibHem
Bocroke u B CpenuzemHomopne. bBb Takke Ha3bpIBatoT «00JI€3HB HIEIKOBOTO MYTHY,
YTO TOATBEPKAACT TOT (PAKT, YTO HA ITOM JIPEBHEM MapIIpPyTe 3apeTHCTPUPOBAH
caMblIil BRICOKHM ypoBeHb 3a00sieBaemocT bb. Camas Bbicokasi pacipOCTpaHEHHOCTh
bb nabmiogaerca B Typuum, 3a Herr cienyror Upan, Caynosckas Apasus, Hpak,
W3pawnnb, ceBepubiii Kuraii [Yazici H., 2018].

Ha ceronnsiiiamii 1eHb 3THONIATOTEHE3 3a00JIEBAaHUS OCTAETCS MAJIOM3YYCHHBIM.
XOTsl pUYMHA HEW3BECTHA, HAOTIOMAETCS CHUJIbHAS KOPPEISIHUSA C YSIOBEUCCKHUMHU
JeHKonMTapHBIMUA aHTHreHamu, B dactHoctd ¢ HLA-B51 [De Menthon M., 2009;
Leccese P., 2019]. HenaBHUE OTKPBITHS MOHOTCHHBIX 3a00JIEBaHHU, IMEIOIIUX OOIIUE
4yepThl ¢ bb, yOoequTenbHO yKka3bIBaloT Ha BAYKHYIO POJIh JUCPETYIUPYEMOU aKTHBAIIHH
BPOXKJICHHOTO UMMYHHUTETA M3-32 MYTallMi B ayTOBOCHATUTEIBHBIX KACKa/IaX, TAKUX
KakK IIyTh NF-kB, B CEMENHBIX 51 IOJINT€HHBIX ciy4asx
bb. Takxe 3amercTBOBaHa aKTUBALUS MyTH JAK/STAT, CBSI3aHHOTO
¢ nomumopduzmoMm IFNGR1 u mpoBocnanmurensHoi 1UTOKMHOBOM cpemoit (MJI1-6,
WJI-17), npuBoasmeii k aktuBaruu Th1/Th17 [Park U.C., 2014].

Knaccuuecknii CUHAPOM XapakTEpPU3YeTCs PEIUIUBUPYIONIMMH OpPATbHBIMU
adraMy (OCHOBHBIM M HAN0O0JIEE YaCTO MOBTOPSIOIIUMCS CHMIITOMOM ), TCHUTAIBHBIMA
SA3BaMHU, PA3IMYHBIMU MTOPAKEHUSIMU KOXKHU, apTPUTOM, YBEUTOM U TpoMOohaeonuToM
[Anexbepora 3.C., 2019; Yazici H., 2018]. boiee Toro, pa3Hble KIMHUYECKUE
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IIPOSIBJIEHUSI MOTYT IIPOSIBIATHCS IO OTAEIBHOCTH WJIM COCYLIECTBOBATh y OJHOIO U
TOT'O K€ MALUEHTAa, a APYTUe 3apEruCTPUPOBAHHBIE CUMIITOMBI KaCAtOTCS MOPAKECHUS
JKEITyI0YHO-KUIIIEYHOT'O TpakTa M IeHTpaidbHOM HepBHoW cucteMbl (LITHC).
HeBponoruueckoe nopaxeHue, KOTOpoe OOBIYHO 0003HAYAETCS KaK HEHpo-00se3Hb
bexuera (HBB), sBmsercs omHOM HW3 OCHOBHBIX NPHYMH JIOJITOCPOYHOM
3a00J1eBa€MOCTH U CMepTHOCTU mpu cuHapoMe bexdera [Jlucumpina T.A., 2019;
PaolaCaruso, 2018; Emmi G., 2019]. Kiunudeckoe Te4YeHHE OOBIYHO CIIEAYET
PELHUINBUPYIONIE-PEMUTTUPYIOLIEMY TEYEHUIO C HEOAHOPOIHBIMU KIMHUYECKUMHU
nposiBieHusIMU. HecMOTpst Ha OOIIMpHBIE WCCIEA0BaHMS, MOCBALIEHHBIE OCHOBHBIM
Mexanu3MmaMm bb, HaM ele npeACcTouT NPONTH AOIATHI My Th, YTOOBI IIOHATH CII0KHOCTh
bb.

OcHoBHbIE TpUHIMIBI JieyeHUss bb - ObicTpoe moaaBieHHE BOCHAICHHUS U
OpeJOTBpalleHHe MOBPEXKIACHUM U peuuauBoB. [lockonbky 00J€3Hb UMEeT
HEOJHOPOJHYIO IIPUPONY, €€ JIEYEHHE BapbUPYETCs B 3aBUCUMOCTU OT THIIA
nopaxenus [Boponmna H.B., 2019; Leccese P., 2019; Bettiol A., 2020]. [TopaxeHnue
KOKHO-CJIM3UCTBIX 000JIOUEK U CYyCTaBOB y MalueHTOB ¢ bb MOXeT CHU3UTh KauecTBO
KU3HHU, HO HE MPUBEIET K HEoOpaTUMOMY MOBPEXICHUIO. TpaaIullnOHHOE JICeUEHHE
SBJIIETCS MEPBbIM  BBIOOPOM i 3TUX mnauueHtoB. C  JIpyroil  CTOPOHBI,
UMMYHOCYTIPECCUBHOE JICUEHHUE 00sI3aTENBHO Y MALMEHTOB C MOPaKEHNEM OCHOBHBIX
OpraHoB. B mpoTHBHOM cily4ae 3TO MOKET CTaTh MPUYMHON 3a00JIEBA€MOCTH WU
CMEPTHOCTU. My»XCKOH IOJI U MOJIOJIOM BO3pACT — APYTU€ BaKHBIE TPOTHOCTUYECKHUE
dakTopsl, BauAONMEe Ha BbIOOp nedyeHus [Anexdeposa 3.C.,2019; Ilhan B., 2018;
Emmi G., 2019].

Takum o0pa3zom, HECMOTPSI HA MHOTOJICTHUHM TIEPHO]T HAKOTIJICHUs 3HaHMi 0 bb,
JI0 CHX IIOP OCTaeTCs MHOYKECTBO HEPEILIECHHBIX, CIIOPHBIX BOIPOCOB, U MOKUCK IyTEHN
UX peuieHusi, 0e3yCJIOBHO, SIBISETCS AaKTyaJIbHBIM JUIsI COBPEMEHHOW MEIULMHBI.
OneHka KIMHUYECKUX (PEHOTUNIOB M COCTOSSHUE HMMYHHBIX u3MeHeHudl bb B
nonyyisiiuu  TaJDKMKUCTaHa  TO3BOJIMT BHECTHM  ONPEACIICHHBIM  BKJIAX B

COBCPIICHCTBOBAHUC AUMATHOCTUYCCKUX MCTOIOB U JIeYeOHBIX IIoAX0A0B B TAKTHKE



BEJICHUS JTAHHOW KaTeropuu OOJBHBIX, YTO, B CBOIO OUYEpeIbh, MOKET 00ECIeunTh
MOJIOKHUTEIBHYIO TMHAMUKY 3a00JI€BaHUS U YIIYYIIICHUE MPOTHO3A.

CreneHnb Hay4YHOI pa3padOTAaHHOCTH U3y4aeMoil mpodaembl. CoBpeMEHHAs
peBmartoJiorusi paccmarpuBaer bb Kak cloXkHOE MYJIBTHUCHUCTEMHOE BOCHAJICHUE
COCYZIOB ayTOMMMYHOTO T€He3a, MOPaKaIoIIUA apTEepUH U BEHBI BCEX Pa3MEPOB U
tunoB [Asnex6eposa 3.C., 2019; Jlucunpina T.A., 2019]. Bcero 3a mociennue aBa
necatunetus, ¢ 2000 r. mo Hacrosimiee Bpems, B 0aze maHHbix PubMed Onuto
paccMoTpeno 4211 nyOnukauwmii. Hekotopsie U3 cTaTeil BKIIOYAId HOMEHKIIATYPY
«bone3np bexuera / bexuera» (n = 3863), Torna kKak Apyrve BKJIIOYATH «CHHIPOM
bexuera / bexuera» (n = 348). Yarie Bcero nucmnosib3oBajach HOMeHKIaTypa «boiie3nb
bexuera/bexuera» (n=3302) B paccMOTpeHHbIX NyOnuKanusx. OTHOCHUTEIbHBIM
MPOIIEHT BCEX PACCMOTPEHHBIX CTaTe, OMYyOJMKOBAHHBIX B  Pa3IMYHBIX
CHEIUAIN3UPOBAHHBIX KypHaIax (peBMaTONOTHs, 0TaTIbMOJIOTHS, I€PMATOJIOTHS U
ap.).

B BblllleHa3BaHHBIX  MYOJUKAIUAX  OTEUECTBEHHBIX UM 3apyOE’KHBIX
HCCJIEI0BATEICH HAIIUTU CBOE OTPAKEHUE HOBBIE ACIIEKThl TCHETUYECKON U CEMEUHOMN
arperauuu bb, naToreHeTHYeCKUe U UMMYHOJIOTHYECKHUE TapaJlIeu, Pa3HOBUAHOCTH
(GEHOTUNTMYECKUX BApUAHTOB B  aCCOIMAIlMUM C  TOJOM, HOBBIE IOIXOIbI
natoreHeTuueckor tepanuu u ap. [[ykyposa C.M, 2017; Anex6eposa 3.C., 2019;
JIucumpsiaa T.A., 2019; Cannos E.V., 2020; Tong B., 2019; Mattioli 1., 2021].

Tem He MeHee HECMOTps Ha BCECTOpOHHee o00cyxkjaeHue BompocoB bb B
CTPYKTYp€ CHUCTEMHBIX BAaCKYJIHMTOB, CYIIECTBYET MHOXKECTBO HEPEHIEHHBIX CTOPOH,
Kacaloluxcs peruoHanbHbiX  (GeHotunoB bbb B accommamuu ¢ 1oJom,
MIPOTHOCTHYECKUX MapKepOB, TH(hepeHITNATHHOTO MOAX0a TePANiU B 3aBUCUMOCTH
ot ¢enotuna bb.

Csa3b paldoThl ¢ HAYYHBIMH NporpaMmMamMu (mpoexkramm), Temamu. Ha
CErOJIHSIIIHUMI I€Hb MPUOPUTETHHIMUA HAIMPABICHUSIMU JEATEIBHOCTU B JIEJIE OXPaHbI
3n0poBbs Pecniyonuku Tamxukuctan (PT) siBnsierca npoduiakTika U OpraHUu3alus
3¢ (EeKTUBHON TOMOIIM HEUH(EKIIMOHHBIX 3a00JIeBaHUM, KOTOPHIE NPUBOIAT K

CTOMKOM TMOTepe TPYAOCHOCOOHOCTM UM BBICOKOM cMepTHOCTH. CHUCTEMHBIE



3a00JIeBaHuUs, BKJIIOYas BACKyJIUTHl B CTPYKType HEMH(EKIIMOHHBIX 3a00JIeBaHMI
HapsAy ¢ KapAUOBACKYJISIPHBIMU 3200JIEBAHUSIMU MTPOJIOJIKAOT OCTaBaThCA OJJHOM U3
OCHOBHBIX IPUYUH HETPYJIOCIOCOOHOCTH, OCOOEHHO CPEIH JIMI MOJIOJIOTO BO3pacTa
HaceneHus PT.

OCHOBHBIM JMPEKTUBHBIM JIOKYMEHTOM B JTOM HallpaBJICHUU SIBIISETCS
[ToctanoBnenue IlpaButensctBa PT or 3 nekabps 2012 1.Ne676 «llepcrieKTUBBI
npoUIAKTUKA M KOHTPOJISI HEMH(PEKIMOHHBIX 3a00JIeBaHUNW M TpaBMaTU3Ma B
Tamxkukuctane Ha nepuoa 2012-2023 ronp», LENbI0 KOTOPOH SIBIAECTCSA pPEIICHUE
MOBBIIICHUS [TPUOPUTETA U KOHTPOJISI HEMH(PEKIMOHHBIX 3a00JIEBaHUI U pa3paboTKa
3¢ heKTUBHON HHPPACTPYKTYPHI IS TPODUIAKTUKYA HEMH(PEKIIMOHHBIX 3a00JI€BaHU.
B pecnyOiuke B paMKax MJaHHOTO NPOEKTa MPOBOAATCS JECATKH HayyHO-
UCCJIEIOBATENCKUX padOT M aKTUBHOE BHEAPEHUE pE3yIbTaTOB B IMPAKTHUECKOE
3apaBooxpaHeHue. Hactosmas nuccepranmontas padboTa sBIsSETCS OJHON U3 BETOUYEK
JAHHOT'O JIOKyMEHTa, KOTOpas OOBEIMHSAET Hay4dHble HaIpaBlieHUs IBYX Kadenp
TepneBTryeckoro HanpsiaeHus ['OY «MHCTUTYT mocieauniIoMHOro 00pa30BaHUs B
chepe 3apaBooxpaneHus: Pecnyonuku Tamxuxuctan (UIIO B C3 PT)» Ha Temy
«KapanoBackyisipHble M peBMaTHYECKUE 3a00JEBaHUS: SMUAEMHUOJOTHS, MEIUKO-
COLIMAJIBHAs  3HAYMMOCTB, KOMOpPOHMJIHOCTb, HMHHOBALlMOHHBIE MOAXOJbI B
JUArHOCTHKE M JIeYeHUH». BBIBOABI U pe3yibTaThl AUCCEPTALMOHHON padOThI
HY)KJAIOTCSI B MPAKTUYECKOM  NPUMEHEHUW CpeAd  Bpadell  pas3iMyYHbIX
CHELUAIbHOCTEW: PEBMATOJIOrOB, OKYJWCTOB, CTOMATOJIOTOB, JIEPMAaTOJIOIOB,

CEMENHBIX Bpayeu.



OO0mas xapakTepucTUKa padoThl

Hean uccaenoBanus. 3yunTts 4acToTy, 1eMOrpaduuecKyto XapaKTepUCTUKY,
(GbeHOTUIIBI U METO/ABl AWATHOCTUKH Ooyie3HH bexdera B momymsmuu PecmyOmmku
Tamxukucrad.

3ajgauun uccJae10BaHUA.

1. IlpoBectn ananu3 BcTpewaemMocTd bBb, MX KIMHMYECKYIO XapaKTEpPUCTHKY B
CTPYKTyp€ MAIMEHTOB C MOJIO3PEHHEM HA CHUCTEMHBIM BAaCKyJHAT, a TaKKe
CIICLIMAJIbHOCTh HAIPABJISIONIMX BpadeH;

2. llpenctaBuTh Aemorpaduueckyro, STHHYECKYIO XapakTepuctuky bb um mux
KJIIMHAYECKHUE (PEHOTHUITBI B 3aBUCUMOCTH OT T10J1a;

3. M3yunTh UMMYHHBIH M IIUTOKMHOBBIM CTaTyC C COJAEPKAHHEM HHTEPJICHKHHA
(MJ1)-6 u daxTopa Hekposa omyxosu (PHO)-o y 60bHBIX ¢ BB;

4. IlpenctaBuTh  MUArHOCTUYECKHE  KPUTEPUM  HEKOTOPBIX  BHUCIEPATBHBIX
nposiBlieHuil (Helpo-6one3ns bexuera (HBB) um BapumabGenbHOCTH CcepedHOro
putma (BCP)) u paspaboTats anroput™ auarHoctiku bb amantupoBanusix B PT.

O0bexT wucciaegoBanus. OOBEKTOM JISI  HCCIEIOBAHUS  MOCITYXKHII
PETPOCIIEKTUBHBIA  aHAIU3  MEIUIMHCKOM  nokymeHtaumu 101  mamuenra,
oOpatuBIIuXcsi (IO HANpaBJICHHWIO) B peBMAaroyiorudeckue otaeneHus [Y
Hanmonansaoro meauiuuckoro neatpa (HMI) PT «Iludobaxmn ¢ mogo3peHnemM Ha
bb B 2014-2022 rr. 13 Bcex HampaBUBIIMXCS MAIIMEHTOB C To03peHrneM Ha bb Oblna
otnaenieHa rpynna nanueHToB ¢ Bb (n=62). Cpenu 6onbHbix ¢ Bb MyxuuH 38 u
JKeHIUH 24, co cpeanumM BozpactoMm — 31,2+10,2 roga, Menuana juTenbHOCTH bBb —
67,2 [26,0; 164,01 mec (oxomo 6 uer). Bce mamueHTH COOTBETCTBOBAIM
KJIACCU(DUKAMOHHBIM KpUTEpHUsIM MeXAyHapoAHOW Tpymlnbl Mo u3ydeHuto bb
(ISGBD) 1990 r. u Mexnaynapoaueim kputepusiMm bb (ICBD) 2014 r. Ilo unaekcy
BDCAF (Bechet Disease Current Activity Form) — omnpezaensiachk CTelneHb
aKTUBHOCTH bb.

IIpeamer wuccaenoBanms. Ilpenmerom wucciaenoBanus OBUIO H3y4YEHUE
OCHOBHBIX KJIIMHUYECKHUX CUMIITOMOB HaIlpaBJEHHBIX OOJIbHBIX C oJ103peHueM Ha bb

B PEBMATOJIOTHMYCCKOEC OTACIACHHC, a TaKXKC XapaKTCPHUCTHKA KIMHHYCCKHUX



nposiBieanii 'y OonmeHbIX ¢ bbb m 6e3 bb. WM3yudamocs naemorpaduueckas,
ITOJIOBO3PACTHAsA XapaKTEPUCTUKA, a4 TAKKE KIMHUYECKOE MPOSBICHUE CUMIITOMOB B
ne6tore bb. IIpoBomunace cpaBHMTENbHAs XapaKTEPUCTUKA  KIMHUYECKUX
IIPOSIBJICHUA B 3aBUCHUMOCTH OT IIoJa M Bo3pacra. M3ywdanuch pe3ysbTarsl
MMMYHOJIOTHUECKOTO aHaju3a, a TaKK€ HEKOTOpbIE BUCLEpaJbHbIE MpPOsiBiIcHUsA bb
BKJIIOYAsT TOpaKeHHWe IeHTpaabHONM HepBHOH cucteMbl (IIHC) um BereratuBHO#M
HepBHO# cuctembl (BHC). Pe3ynbraTsl cormocTaBneHus KITMHAKO-UHCTPYMEHTAITBHBIX
MCCIIEIOBAHUM TTO3BOJIMJIM CBOEBPEMEHHO BbIABUTH nauueHToB ¢ bb u Hbb.

Hayynasi HoBU3HA ucciaeaoBanus. VccinenoBanue, NOCBAIIEHHOE KIMHUKO-
MMMYHOJIOTHYECKOM XapakTepucTuku bb sBisercsa ognou u3 nepsbix B PT. Briepsoie
B PT u3ydeHa cTpyKkTypa CHUCTEMHBIX BacKyJIUTOB U 4dactora bb y HampaBuBmIMX
OOJBHBIX B peBMarojorumyeckoe otaeieHue. llpencraBiena aemorpaduueckas u
noJyioBo3pacTtHas xapakrepuctuka bb B monynsiiiuu PT. Ycranosneno, uto Hanbosee
pacpoCTpaHEHHON ATHUYECKON MPUHAIICKHOCTHIO cpefu manueHToB ¢ bb Obuin
cMemanHbiMu (y30eku+Ttamkuku) — 24 (38,7%), 3a HUM chenoBanu y30eku — 17
(27,4%), Tamxuku — 15 (24,2%) u aApyrue HaloHaIbHOCTH cocTaBmi 6 (9,7%).

YuuTeiBasi TreTEPOreHHOCTh CHUMITOMATUKM HAaMU TPOBEJEH  aHalu3
CIIELIMAJIbHOCTU Bpad€l, KOTOPBIE 4Yallle CTAIKHUBAKOTCA C JAHHOW IATOJIOTUEN WU
OTIpEJICNICHBI, YTO HAauOOJIee PaCpPOCTPAHEHHOUW CIEIMAIbHOCTHIO JIeHalInX Bpauen
obun TepaneBthl (33,7%), 3a HUMU crenoBau ctomatosord (18,8%), opransmonoru
(16,8%) u mums 12,9% pesmaronoru. [Ipu cpaBHeHHH CIEIUATBLHOCTEH JI€YaIero
Bpaya o(pTalbMOJIOTH 3HAYUTENHHO Yalle HAMpPaBJSUIM MAlUMEHTa ¢ OKOHYATEIbHBIM
nuario3om bb.

YcranoBieHo, 4To Hanbosiee YaCThIM CUMIITOMOM, TI0 TIOBOJTY KOTOPOTO OBLITH
HaIpaBJIeHbl NAMEHTHI, ObLIN MOpaXeHUs nojoctu pra 'y 68 (67,3%), 3a KOTOPBIMU
cinenoBanu mopaxkenus: riaz — 32 (31,7%), mopaxkeHus MOJOBBIX OpraHoB — 23
(22,8%), xkoxusbie niposiBrieHust — 19 (18,8%), 601u B criune — 11 (10,9%), nopaxenue
cyctaBoB — 9 (8,9%) u nopakenue xenymouno-kuiieunoro Tpakra (KKT) y 5 (4,9%).

BrisBiieHo, uto nanueHTsl B rpynne bb nmenu 3HaunTenbHO 00J€e BHICOKYIO

pacrnpocTpaHeHHOCTh ceMeitHoro anamuesza bb 7 (11,3%) nmo cpaBHenuto ¢ 6e3 bb 1
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(2,6%). Y Hux Taxke ObUIa 3HAYUTETHLHO 00JIE€ BBICOKAs PACHPOCTPAHEHHOCTH
ceMelHoro aHamHe3a opaibHOro adrosa (35,4%) mo cpaBHeHuto ¢ rpymmoit 6e3 bb
(17,9%).

BriepBbie BBISIBICHBI MPEAIIECTBYIOMNX 00JI€3HH (PAKTOPOB MPOTPECCUPOBAHUS
bb y 18 (29,03%), cpenu xotopbix y 6 (33,3%) B aHaMHe3e 4acThle aHTUHBI, Y 3
(16,7%) ctpeccoBas curyauus, y 4 (22,2%) OoJIbHBIX  MepeoxJaxaeHue, y 3-X
(16,7%) cromatomornueckoe BMemaTenbcTBO, y 2 (11,1%) herpes labialis. Jpyrue
OOJBHBIE HE MOTJIM Ha3BaTh IPUUUHBI, NpeiecTBoBaBiue bb.

I'ennepHoe nccnenoBanue 00JbHBIX ¢ bb mokasai, 4To JaHHas NaToJOTUA Yalle
BCTpPEUAETCS y MY>KUMH U MPOTEKAET TshKeNee, ueM y skeHuH. [e0toT bb y My»xuun
U OKEHUIMH ObUT NpUONM3UTENBHO B OJHOM BO3pacTe, OJIHAKO KIMHUYECKHE
NpOSIBIICHHS] B J€OIOTE B 3aBUCUMOCTH OT IIOJIa UMEIM CBOM ocoOeHHocTu. [lo
¢enoruny bb adTo3HBII cTOMAaTUT M KOXHBIE MPOSBICHUS BCTPEUAINCh B PaBHOM
CTENEHU KAaK y MY)XYMH, TaK U Yy JKCHIUMH. SI3BBI I€HUTaNM, NOpaXEHUE Ia3 U
cocyoB HauOoyiee 4YacTO BCTpedajach y MYXYMH. M3 KOXHBIX HpOsBICHUN
(GOJTMKYIUTHBIE, TAMYJI0-TyCTYJIJIE3HbIE MOPAKEHUS HAOII0JAINCh Yallle Y MYXKYHH,
a pelUIMBHUpYIOUIas y3J10BaTasi 3puTeMa y KEHIIUH.

BriepBble n3y4eH UTOKMHOBBIN CTATyC, BBIPAXKAOIIEECS ITOBBIIIEHUEM YPOBHS
nposocrniamurenbHoro  nurtoknHa  @®HO-o w CHWKEHHMEM  KOHUEHTpPALMH
IPOTUBOBOCTIATIUTENHHOTO IuTOKMHA 1JI-6.

BrisBiensl npusHaku HDBDB, npu 3TOM auama3oH MO3roBbIX HPOSIBIICHUR Y
oOcnetoBaHHBIX O0JIbHBIX BB BechbMa pa3HOOOpa3eH — OT TOJIOBHBIX Oojiel 10
JBUTATEJbHBIX U KOTHUTUBHBIX HAPYUIEHUH, MPU 3TOM UX YaCTOTa MPOrPECCUPYET C
JUINTEIBHOCTRIO Oonie3Hu. B accommanuu ¢ CHUCTEMHBIMH TPOSIBICHUSMU B
OOJBIIMHCTBE CIIy4aeB yCTynaeT uM u Jaulb B 10,7% ciydaeB nedrotupyert. [lpu aTom
y nmauuentoB ¢ HbBb ycTaHoBneHbl npu3Haku HapyHmIEHUS BEreTaTUBHOM (YHKIMH
ceplilla HECMOTPS Ha OTCYTCTBHE SIBHOTO IOPAXEHUS CEpALlA MU CHUMITOMOB, a
CYTOYHBIA PUTM BapuabEIbHOCTHU CEp/IeYHOTo puTMa y 60bHBIX BB coxpansiercs.

Teopernyeckass ¥ HayYHO-NPAKTHYECKAs 3HAYMMOCTH HCCJIEOBAHMS.

HCHHOCTB HCCIICAOBAaHUA 3aKJIF04YacTCA B TOM, qTo TCOPETUYCCKHUC,
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METOJOJIOTUYECKHUE TI0JIOKEHUSA, BBIBOJABI M PEKOMEHIALMM, IPEICTABICHHBIE B
JUCCEepPTaIK, MOTYT OBITh MCIIOJIB30BAHbI B yueOHOM Ipolecce MeAuIMHCKIX BY30B
pecCITyOINKH.

B nepeyeHb CTaHIAPTHOTO MOHUTOPUHTA JUATHOCTUYECKUX UCCIeI0BaHul bb,
HEO0OXOJMM TIIATEIBHBIM OMPOC MAallMeHTa HAa HAJIWMYKMe B aHAMHE3€ KIMHHYECKOTrO
nposiBiieHuss bbb, cemeliHON arperanuu, UIATEIBHOCTH M XapakTep TEUYCHUS
cumMnToMoB. B mpoTtokosbl  auarHocThku  OonbHBIX ¢ BB mcmonbs3oBath
MexayHapoIHble KpPUTEPUU JUIsl CUCTEMHOW oueHkn bb, uMMyHonornueckue
ananusbl, Takke MPT y OonbHbix ¢ mogo3penuem Ha HBb, u DKI'-xonrep mnpu
Hannuuu nopaxenne BHC.  IlpaBuibHbl mOCTaBieHHBIA JauarHo3 bb Oyzaer
COJCHCTBOBATH MPEIOTBPALLECHUIO U TPOPUIAKTUKE PA3BUTHUSA TSHKEIIBIX OCIOKHEHUH.

IHos105keHusl, BBIHOCUMbIEC HA 3aIIUTY:

1. Ykazanue B aHaMHe3e y OOJbHBIX ¢ Mojao3peHMeM Ha bb Hamuuume
PELMIUBUPYIOIIMX NOPAKEHUN IOJOCTH PTa, IV1a3 U IOJOBBIX OPraHoOB, UIPAET
HEMAJIOBAXKHYIO POJIb B paHHed auarHoctuke bb. Ilanmenter B rpymnme bb umenn
OoJsiee BBICOKYIO YacToTy cemeiriHoro anamuesa bb (11,3%) mporus 2,6% 6e3 bb
Yacrora adTo3HOro cromatuTa Oblla OJMHAKOBO BBICOKA B JIByX CPaBHUBAEMBbIX
rpymnnax, HapoTUB MOPAXEHUsS] TEHUTAINMN, U TJ1a3 C BHICOKOW BEPOATHOCTHIO ObLIN
3HAYUTEJIbHBIMU NpeIuKTOpamMu bb.

2. B xoxe paboThl BBISBICHBI MPEIIIECTBYIONUE OO0JNE3Hb (PaKTOPBI, KOTOPHIC
BJIMsiIM Ha pazButue bb. HecBoeBpeMmennas nuarnoctuka bb u orcyrcTBre 3HaHUM CO
CTOPOHBI Bpayeil pacKpbIBalOT MaciITabOHOCTH mpodsieMbl bBb B pecrnyOnuke, npu
KOTOpOM 00JibHbIE Bb 1M03/1HO HaNpaBIISIIOTCS K pEBMATOJIOTY.

3. YcraHnoBieHo 4To Hanbosee pacIpoCTPAaHEHHBIMU CUMIITOMAMU ObUTH KOXKHO-
CIIM3UCTBIE TIOPAXKEHHS M YBEUT, @ YACTOTAa MX BCTPEYAEMOCTH HMEJA TOJIOBYIO
nzbuparenbHoCTh. [lo geHorunmy Bb adTo3HBIM CTOMATUT M KOXKHBIC MPOSBICHUS
BCTPEYAINCHh B PABHOM CTENEHU KaK y MYKYMH, TaK M y KeHIIMH. [Ipu 3TOM 513BBI
TeHUTAINS, TOPAKEHHUA TJ1a3 U COCYI0B HanboJiee 4acTo HAOIIOAANUCh Y MYKUYHUH U

HMCIIN TAKCIIOC TCUCHHUC 110 CPABHCHUIO C JKCHCKHM I10JIOM.
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4. 3y4yeHre MMMYHOJIOTHYECKOro ctaryca 6ompHbIX ¢ Bb criocoGcTBYyeT panneMy
BbIsSIBIICHNIO bb. BhIsiBIIeHa B3aUMOCBS3b PE3YJABTATOB UMMYHOJIOTUYECKOTO aHAIU3a
C KJIMHUYECKUMHU IPOsiBIICHUsAMU bb;

5.V OonpHbix ¢ Bb mpoBenenne marHUTHO-pe3oHaHCHOW Tomorpaduu (MPT)
SBJIIETCS HEOOXOJUMBIM ISl BBISIBJICHUS HEBPOJIOTMYECKUX MPOSIBICHUN U CTEIEHU
IIOpayKeHUs TOJI0BHOro Mo3ra. HeBponorundeckas cumnromartuka bb xapakrepusyercs
nopaxkenneM [IHC u BHC, kotopble NpOSBISIOTCS PA3THMYHBIMU KIMHUYECKHUMHU
IIPOSIBIICHUSIMY;

6. OneHka BereTaTuBHOM HEPBHOU cucTeMbl yTeM u3ydenus BCP y 60mabpHBIX ¢
bb BbeisiBun cHmxenue BCP kak BO BpeMEHHOW, TaKk M B 4aCTOTHOM OOJACTAX IO
CPaBHEHMIO C KOHTPOJIBHOW TIPYIIIOHW, YTO CBHUIETEIBCTBOBAIO O CHUKECHUU
[IapaCUMIATHYECKOTO0 TOHYCAa CEpACYHOM MBIIIIBI, IPA COXPAHEHHOM CYTOYHOM
pUTME cepana.

CreneHb JA0CTOBEPHOCTH pe3yJabTaToB. basupyercs penpe3aTUBHON Oa3oi
UCXOJAIIMX MaTepuasoB: NEPBUYHAS MEIMIMHCKAs JOKyMEHTalus (MeIMIIMHCKas
KapTa M HCTOpUU OO0JE€3HM MAlMEHTOB, WHIUBUIYaJbHbIE KapThl MAIMEHTOB,
IIICbMEHHOE COIJIAIIEHUE Ha TMPOBEICHHUE pPsAJa HHCTPYMEHTAIBHBIX METOAOB
uccienoBanus). IlomydeHHbIE pe3ynbTaThl MCCIEAOBAHWM, MPEACTaBICHHBIE B
NUCBMEHHOM pEECTpe, a TaKKE BKIIOUEHbI B JJIEKTPOHHYIO 0a3y M KapTOTEKH.
Pe3ynpTaThl 71a00paTOPHBIX HCCIEAOBAHUM MPEACTABICHBl B NHCHBMEHHOM BHJIE
(KypHajbl perucTpanuy) M B BHUJE JJIEKTPOHHOTO HOCHUTENs. Pe3ynbTaThl U HX
JIOCTOBEPHOCTh MOJKPEIJIEHbI JOCTAaTOYHBIM O0OBEMOM MaTEpUATIOB MCCIIEAOBAHMS,
MyOJIMKAUSIMU U CTAaTUCTUYECKOM 00paboTKOM pe3yibTaroB. [lyOmukanuu mo teme
JUCCEPTALIMM OTPAXKEHBI B BEAYILIHX JKypHaJax I MaTEpPUAIIOB JUCCEPTALMOHHBIX
ucciaenoBaHuii. BeiBoabl M pexkoMeHAanuu O0a3upyloTcs Ha HAay4dHOM aHajIu3e
pPE3yNbTaTOB pabOTH U 00ECTIeUeHBI MPABUIIBHOCTHIO BEIOOPKH, OXBATOM MEPBUYHOTO
MaTepuaa, TIIATEIBHOCTBIO €r0 aHAN3a, CUCTEMHBIM ITOAXO0JAaM, UCIOJb30BAHUEM
COBPEMEHHBIX METOJIOB CTATUCTUUECKOTO aHaIKn3a HH(GOPMAIIIH.

CooTBercTBHE [HMCCEPTALMM MACHOPTY HAYYHOH CHEHHAJBHOCTH (€

0030poM Hu o0JjacTei0 ucciaeaoBanusi). CooTBEeTCTByeT macnopty Breicien
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arrectaimonHoi komuccnu (BAK) npu [Ipesunenrte PT no cnenuansroctu 14.01.04.
— Buytpennue 6omne3nu: moamyHKT 3.4. DTHOJOTUS M MaTOreHe3, (PakTOphl pHCKa,
reHeTHKa 3a00JieBaHM BHYTPEHHUX oOpraHoB; mnoanyHKT 3.8. Kiunuueckue
nposiBlieHUsT 3a0o0JieBaHUN BHYTPEHHHMX oOpraHoB; mnoamyHKT 3.9. CoueraHHas
MATOJIOTHs] BHYTPEHHHMX OPraHOB KpPOBOOOpAIICHMS, OPraHOB JIbIXaHMS, OPraHOB
MUIIEBAPEHUS, MOYETIOJIIOBOM CHCTEMBI, OMOPHO-IBUTATEIHHOTO U COECTUHUTEIHLHOM
TKaHW, YHAOKPHUHHOW CHUCTEMBI BO BCEM MHOT000pa3Wy WX MPOSBIICHUI; MOMITYHKT
3.14. BospacTHble IMOJIOBbIE, STHUYECKUE OCOOCHHOCTH OOJIe3HEH BHYTPEHHHUX
OpraHoB.

JIMYHBIA BKJIAJ COMCKATE/ISI YUYEHOH CTeNeHU B MCCJeN0BaHUM. JIM4uHbIN
BKJIaJl aBTOpa COCTOMT B CAMOCTOSITEIBHO BBIODAHHOM HAay4YHOM HAallpaBJICHUH,
MPOBEJCHUU aHaldW3a JIMTEPATYPHBIX JIAHHBIX, TMOCBSIICHHBIX HCCIEAYEeMOU
npo6ieme. COBMECTHO C HAYYHBIM PYKOBOJIUTEIIEM OIIPEIeTIEHBI 11eJIb Pa0OThI, 3a1a4u
U TyTH wux jgoctwxeHus. KimHuueckoe, HHCTpYMEHTAJIbHOE O0O0CIEeIOBaHUS
NAlMEHTOB, 3allOJHEHUE COOTBETCTBYIOUIMX M CIELHAIBHO pa3padOTAHHBIX I
JTAHHOTO UCCIEAOBAHUS YUETHBIX (POPM M KIMHUYECKUX KapT MPOBOJWINCH aBTOPOM
caMmocTosiTebHO. OLIEHKAa U UHTEPNpeTaus OMOXUMUYECKUX U MHCTPYMEHTAIbHBIX
METOJIOB  HCCIEAOBaHUS  OCYIIECTBISUIACH €  BpayamMu  Jiabopatopuii
dbynkuuonanpHeix kKabuneroB ['Y HMIL PT «lludobaxmy. WuTepnperanus
MOJIYYEHHBIX PE3yJIbTAaTOB, OIMCAHHE BBIBOJAOB U PEKOMEHAAIUMN MPOBOAWINCH
COBMECTHO C HAYYHBIM PYKOBOIUTEIIEM.

Anpofanus u peaju3aluy pe3yJbTAaTOB JUCCEPTANUM (TOKJIAJ OCHOBHBIX
MOJIOKEHUH JHuccepTalMy Ha KOH(epeHUMSAX, 3aceJaHUsIX, CEeMHHApax, NpH
YTeHUM [IOKJIAJ0B B  00pa3oBaTe]bHBIX Yy4pe:xaeHusix). Marepuansl
JTUCCEPTALIMOHHON PA0OTHl JTOJIOKEHBI U OOCYXACHbl HA E€XKEroJHBIX HAyYHbIX
koH(pepentuax ['OY «MaCTHTYT mNOCnenumuioMHoro obpazoBanusi B cdepe
3apaBooxpaneHust Pecnyonuku Tamxukucran (UI1O B8 C3 PT)» (2020, 2021, 2022
rT.), [OY «Tamkukckuii rocymnapcTBeHHbIN MeauuuHCKu yHuBepcuter (TI'MY)
umenn AOyaim wubuu Cuno» (2021, 2022 r1r.), VI EBpaswmiickuii KoHrpecc

peBmatosioroB (r. Aunmartel, Kazaxcram 2021 r.), IlepBbiii MeXTyHapOIHBIN
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MEIUMUMHCKHUI KoHrpecc EBpoasuarckux crpad (2022 r) u Ha 3acelaHud YYeHOro
coBera I'Y «TamxuKkckuii HAyYHO-UCCIEN0BATENbCKII MHCTUTYT MPO(QUIAKTUIECKON
MeAMIMHBD (poTokoa Ne7, ot 10 oxtssops 2022 rona).

Pe3ynbraThl mcciaenoBaHus BHEIPEHBI B KIMHUYECKYIO MU JICUEOHYIO padoTy
peBmarosorudyeckoro otaenenus 'Y HMI[ PT «llludobaxmy», I'Y «Iopoackoit
MenuuuHCKUM 1eHTp Ne2 wuM. akan. K. T. TamxkueBa». Marepuansl pabot
UCTIONB3YIOTCSl B y4eOHOM Mpoliecce Ha Kadeape Tepanuu U KapJUOPEBMATOJIOTUN U
kadenpa tepanuu ¢ kKypcom repontosorun ['OY «UIIO B C3 PT» u kadenpa
BHyTpeHHUX Ooiie3Heil Ne3 'OY «TI'MY um. AGyanu noau Cuno».

IMyonukannu no teme quccepraumnu. [lo Teme quccepranuu onyoIMKOBaHO 8
NeYaTHbIX padoT, U3 HUX 4 CTaThU B PEIEH3UPYEMBIX JKypHAJIaX, PEKOMEHIOBAaHHBIX
BAK npu Ilpesugente PT nns myOnukauuu pe3yibTaTOB JIUCCEPTALMOHHOTO
UCCIIEIOBAHUS.

Crpykrypa n 00bém qucceprannu. CTpyKkTypa AHCCEPTAMU PEICTABICHA B
TPaJUIIMOHHOM CTHUJIE U U3JI0kKeHa Ha 153 cTpanunax. CocTouT U3 BBeneHUs, 6 IiaB
(00G30p nHTEpaTyphl, MaTEpUaT M METOJbI MCCICAOBAHUS, 3 TJaBbl, MOCBSIICHHBIC
pe3yabTaraM COOCTBEHHBIX MCCJIEAOBAHUNW M TjaBa OOCYXACHUS TMOJYyUYCHHBIX
pE3yJbTAaTOB), BBIBOJOB, IMPAKTHUYECKUX PEKOMEHAAIUN, CIUCOK HMCIOJIb30BAHHBIX
auTepaTypsl. B ciMcok MCHonab3yeMoi TUTepaTypbl BKIIOUEHbI 224 UCTOYHUKOB, U3
HUX 56 oTeuecTBeHHBIX U 168 3apyOexnbix. PaboTa uitoctpupoBana 18 pucynkamu

u 27 Tabauiamu.
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I'naBa 1. boJsiesns bexuera: coBpeMeHHbIe P00JieMbl U IIYTH UX PellleHus

(0030p JuTEpPATYPBHI)

1.1. Boae3nb bexuera-3MuAeMHUOJIOTUSI, ITHOJIOTUSI, POJb CeMeHHON

arperaimi 1 NaTorecHETUICCKUEe MEXaHU3MbI

bone3snr  bexwera (bb) - 3TO peakuii  CUCTEMHBIH  BaCKYJIUT,
XapAKTEPUIYIOLIUICA MHUPOKUM CHEKTPOM Pa3IMYHBIX KIMHUYECKUX MPOSBICHUM,
KOTOpbIE HMEIOT HEMpeackazyeMbl € (pas3sl peruanba u pemuccuu [30, 76, 78]. Boiee
TOTO, pa3Hble KJIMHUYECKHUE MPOSIBICHUS MOTYT MPOSBIATHCA MO OTAEIBHOCTH WA
COCYIIIECTBOBATh Y OJHOTO W TOTO e maruenTa [21, 76]. bone3np xapakrepusyercs
KOKHO-CJIM3HUCTBHIMU MTPOSIBIICHUSIMU, BKITFOUAs] PEUMBUPYIOIIKE SI3BbI B TOJIOCTH PTa
Y TEHUTAIUM, TJa3HbIe MPOSBIEHUS, OCOOEHHO XPOHUYECKUW PELUAUBUPYIOIINN
YBEUT U CHUCTEMHBIM BACKYJIHUT C MOPAKEHUEM apTepuil U BeH Jroboro pazMepa. OH
Tak)Ke M3BECTEH KaK CHHAPOM bexuera u 3mokadecTBeHHbIH adTo3 [65, 76, 78, 132].

bb MoxHO omucarb Kak MHOro()akTOpHOE 3a00JI€eBaHHE C HE IOJIHOCTHIO
U3BECTHBIM JTHONATOICHE30M, a YHHKaJIbHOE Treorpaduyeckoe pacmpeeieHue
MpeAnojaraet, YTo MOryT ObITh 3a/IeiCTBOBAHbl KaK FeHETUYEeCKUE (PaKTOphl, TaK U
(aKkTOpbI IKOJOTUICCKOM BOCIPUUMUKBOCTH [ 78, 135, 174]. B TeueHue necaruieTuid
bb Obln BKIIOYEH B YHCIO AyTOMMMYHHBIX 3a00JIEBaHUM B CBETE JIaHHBIX,
JEMOHCTPUPYIOIIMX OTBEeThl T- W B-kierok Ha O€lKM TEmIOBOrO NIOKa,
OHAOTEIUAIBHBIE KJIETKH, 3HOJA3y U S-aHTUI'€H ceTdyaTku. OIHAKO €CTh HEKOTOPHIE
OCOOEHHOCTH, KOTOpPbIE HE MOATBEPKIAIOT ayTOMMMYHHYIO MPUPOAY 3a00J€BaHMUS,
TaKhMe KaK OTCYTCTBHUE AaHTHSJICPHBIX AaHTUTEN, NpeodsalaHue >KeHIIUH WU
HOBBIIICHHBINA PUCK ayTouMMyHuTeTa [142, 155].

PacnpoctpanenHocts bb B cTpykType 0011eii 3a007€BaeMOCTH OLICHUBACTCS
npumepHo B 10,3 (95% JAU: 6,1-7,7) na 100 000 genoBek, HO 00JE3Hb BCTpPEUYACTCS
3HAUUTEBHO Yallle B CTPaHaX, PACIOJIOKEHHBIX BIOJb apeBHero lllenkoBoro myru
(manpumep, B Typuuu u Upane) [7, 31, 33, 155]. bb Obuta BrepBbie onucana B 1937
rofly y4eHbIM-OpTaJIbMOJIOrOM Typenkoro mnpoucxoxaeHus—Hulusi Behcet wu3

CTaM6y.Ha, KOTOpLIﬁ onmucala TpEX MNAOMCHTOB C HI3BA3ZBICHUAMMA IIOJIOCTH PTa H
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TCHUTAJIUS, YBEUTOM M y3J0BaToi 3putemoit [6]. [To3:xke ObUTM BBISIBICHBI M JIPYTHE
KJIMHUYECKHE TPU3HAKH, KOTOPBIC OBLIN JOOABJICHBI K CIIEKTpY OoJie3nu [27, 29, 185].
B 1947 rony Oblmu omucaHbl Kak MaTOTHOMOHMYHBIE MPHU3HAKU 3a00JICBAHUS, U
HOMHUHAaIUs Obuia omoOpeHa kak «Morbus Behgety Anbdpemom I'Bumo Murmmepom
(1887-1961), npodeccopom u PYKOBOJIUTEIIEM YHUBEPCUTETCKOMN
JIEpMaTOJIOTNYeCcKON KIMHUKU B Lltopuxe, Ha MexIyHapOJIHOM KOHIpecce Bpayei
[201]. B mocnenyromme roasl Feigenbaum A. cooOmmi, uro cuHapoM bexdera
BriepBbie ObuLT onucan ['unmokpatom [128]. Zouboulis C.C. u Keitel W. [224] taxke
3asiBUJIM, 4TO beHeaukroc AnamaHTHazec cooOIal O TJa3HbIX CHMIITOMAX,
TEHUTANbHBIX SI3BAX M apTpHUTE, CBA3AHHBIX C OJHUM 3a0oJjieBaHHeM. B pesynbraTe
HEKOTOPbIE aBTOPHI B CBOUX HAYUHBIX MyOJIMKAIMAX UCIOJIb30BAIM pPa3HbIe Ha3BaHUS
0one3Hu win cuHapoma bexdera, Takue Kak O0JI€3Hb WM CUHIAPOM AjamMaHTHajaeca-
bexuera [10, 35, 73, 140, 145].

TamKuKUCTaH — HCTOPUYECKHA CJIOXKHMBIIASACS 4YacTh JpEeBHEro Bemukoro
MIETKOBOIO IyTH, MO CYTH, SIBJIETCSA DHAEMUYHOM B oTHomeHun bb teppuropuei.
N3BecTHO, 4TO cBeneHHsi 00 MCTUHHOW pacmpoctpanéHHocTd bb, ocobenHoCTsIX
KIIMHUYECKOTO TEYEHUS MOKHO TIOJIyYUTh TOJBKO HA OCHOBAHUU CIHEIUATLHO
OpPraHMW30BaHHBIX SIMHUIEMHUOJIOTHYECKUX HCCIEAOBAHUNA, B KOTOPBIX HPUMEHSETCS
a1M00 TIOTOJOBHBIA OCMOTp, JIMOO AHKETUPOBAHHE PEIPE3CHTATUBHBIX TPYII C
MOCJIETYIOUIMM OOCJIEI0BAHUEM BBIJCICHHBIX KOHTHUHIEHTOB HaceneHus. OJHako
TaKUX MHOTOLIEHTPOBBIX UccienoBaHui B PT He mpoBOaMIIOCK.

Tounas »Tuojiormyeckass ocHoBa bb ocraercs HeW3BECTHOM, XOTS OBLIO
O0OHapy>KEHO, YTO TeHEeTHUYeCKHe (PakTopbl U (HPaKTOPhI OKPYKAIOUIEH Cpelibl UTPatOT
omnpeneneHayo ponb [34, 35, 142]. IloBblmeHHass pacnpoOCTPAaHEHHOCTh Ha
«IllenkoBoM myTH» M CeMEHHas arperamusi npeanojaraloT HaIM4ue reHeTUYECKOro
aneMeHTa, XoTs bb He BkiIoueHa B Kpyr HacjenCcTBEHHBIX 3a0osieBanuil. Hambonee
gacras accoruanus csizana ¢ Hocureasimu HLA-B*51/B5, koTopbie MIMEIOT BBICOKHIA
puck pasputusg bb mo cpaBHenuio ¢ He Hocutensmu [130, 142 153]. HLA B*51 -
pacrnpoCTpaHEHHBI T€HETUYECKUI (PaKTop, paclpOCTPAHEHHBIN CpPEAu HACETICHHUS

SAnonuu, bmmwkaero Boctoka u Typuun. CymecTBYOT CBEJEHUS O WACHTU(PUKAIIUN

17



HECKOJIBKO JIpYyTUX TEHOB, BKIO4as (akrtop Hekpo3a omyxoinu (DPHO), OGenku
TEIUIOBOTO IIOKa W TEHBI, CBS3aHHBIE C IEMsIMHU Kiacca | riaaBHOro KoMIUIEKca
TMCTOCOBMECTUMOCTH. TeM He MEHee UX He3aBUCUMBIN BKJIa/ B pa3Butue bb octaercs
10 cuX 1mop criopHbiM [174, 188, 195].

[Ipeanonaraercss  Bo3AciicTBUE  WMH(MEKIIMOHHBIX  areHToB, OCOOEHHO
THIIEPYYBCTBUTEIBHOCTD K aHTHIeHaM StreptocoCcCcuss anguis, ux ydacTHe B pa3BUTHH
narosiorndyeckoro mpouecca [173]. Xotst MHorue apyrue MHGEKLIUOHHBIE areHTHI,
BKJTIIOUast Staphylococcus aureus, Bupyc npoctoro repreca tumna 1 u Buabsl Prevotella
ObUTM TPEUIOKEHBI B KAdeCTBE TMOTEHIIMAIBHBIX areHTOB, WX MpsiMas CBS3b C
passutrieM bb He moarBepknena [173, 186]. B HacTosmiee BpeMs CUUTAETCs, UTO
BO3JIECTBHE WH(EKIIMOHHOTO areHTa WM BHENIHEro areHTa KakuM-TO 00pa3oM
BBI3BIBACT AyTOBOCIAIUTEIBHYIO PEAKIWI0 Y TEHETHYECKH MPEIpacloiloKEHHBIX
moaeit [28, 34, 72, 155]. Shimizu J. et al. [79] oOHapyxuiu, 4TO CEMEHCTBO
Lactobacillus u pox Bifidobacterium yBenmnuuBaroT MHUKpPOOHOTY KHILIECYHHUKA Y
nanreHToB ¢ bb 1o cpaBHEHHIO ¢ KOHTPOJIBHOM rpynno. B apyrom mccnenoBaHun
Ttex ke aBropoB [23, 32, 194] Megamonas hypermegale u Butyrivibrio 6su10
OOHApy)X€HO, YTO KOJWYECTBO BHJIOB yMEHBIIWJIOCh, U, CIEIOBATEIBHO,
MPOU3BOJICTBO OyTHpaTa M MPOMHUOHATHBIX KOPOTKOIIETIOYEHHBIX KUPHBIX KHUCIIOT B
KUIIIEYHUKE OBUIO CHIDKEHO TI0 CPAaBHEHMIO C KOHTPOJIbHOW Tpynmoi. bwiio
MOTYEPKHYTO, UTO ITA CUTYAIUsI MOXKET MMPUBECTH K CHIDKEHUIO OTBETA PETYIISITOPHBIX
T-KJIETOK M aKTHBAIMM UMMYHOIIATOJIOTHYECKUX OTBETOB 3 (HEKTOPHBIX T-KIETOK.
VYBenudeHne MPOAYKIIMH KOPOTKOIICTIOUEYHBIX JKHPHBIX KHCIOT MHUKPOOHOTON
KHIIIEYHHUKA WIH TIepopajbHasi JOCTaBKa KOPOTKOIETIOYEUHBIX KUPHBIX KACIOT MOXKET
OBITh OMHOW W3 IIeJIeH JedeHus sl yiaydmeHus auddepeHnnpoBku T-KIETOK ¢
nepexocoM y nauueHntoB ¢ bb [72, 194]. [laxxe B 3ToM cityyae MUKpPOOHBIE (DaKTOpHI
W/WTU U3MEHEHHUS MHKPOOHMOMa HE CUMUTAIOTCS €IMHCTBEHHO OTBETCTBEHHBIMHU 32
natorenes3. OTHAKO HE CIIEyeT UTHOPUPOBATH TOT (PaKT, YTO OHU MOTYT UTPATh POJIb
B IIPOTPECCUPOBAHNN 3a00JI€BaHMsI, BBI3bIBAs TUCHYHKIINIO MMMYHHOW CHCTEMBI TIPH

HAJIMYUHU COOTBETCTBYIOIIETO TeHeTHIeckoro (ona [155].
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Poab HLA-B*51 u cemeiinas arperanusi bb. B nauane 1970-x Bnepbie 05110
co001IeHO 00 MIeHTU(DHUKAIIMY YEITOBEUeCKOro JeKkonuTapHoro antureHa (HLA) u
UCIIOJIB3YS CEPOJIOrHUECKHE METOIbI, 0OOHapyxeHa cBsi3b HLA-B*51 ¢ BB [1, 130, 139,
199]. CoycTs natbaecsT JAeT CIOXKHAs 3a/1a4ya pa3rajJki FreHeTUYECKON apXUTEKTYpPhI
bb Bce emie npomomkaetcs [163, 169]. HenaBuue noctmkeHus B pa3paboTKe ajuiesci
TeHOTUIIUPOBAHUS, & TaKKE€ B CTAaTUCTUYECKOW T'€HETHKE OKa3aJUCh YCIEIIHBIMU C
TOYKH 3pCHUsI aHanMm3a clokHoU cTpykTypbl HLA [184, 199]. Ceroaus He BBI3bIBACT
COMHEHHUSI O CYIIeCTBOBaHUM Kiaccuueckoro amiens HLA-B*51, kak cunpHeliiero
regernyeckoro ¢akropa pucka bb [163]. CoBcem HemaBHO Oblia TpeIIOKEHA
HaJe)KHAsl TeHEeTHYecKasi accoluanusi MeXay reHerndeckum Bapuantom HLA-B wu
MICA, kotopas o0bsicHsieT cBsizb ¢ HLA-B*51 u bb. Onnako He3aBUCHMO OT TOTO,
sBisieTcss m Kkimaccmdeckuit aymiens HLA-B*S1 wim HLA-B/MICA  (MeXreHHBIH
jokyc) npuunHoit bb, TpeOyet nanwpHeitmero usyuyenus [80, 163, 184]. Kpome Toro,
T€HOTUITMPOBAHUE BBISBWIO HECKOJHKO HE3aBUCHUMBIX T€HETHYECKHX 3()PEeKToB B
cioxkaor ctpyktype HLA mpu Bb, B Tom uncie B HLA-A u HLA-C [1, 184, 199].
Cewmelinas arperanus bb Haiuia cBoe 0TpakeHHE B MHOTOYUCIIEHHBIX NCCIIEIOBAHMSIX
[6, 10]. ITpu aTOM 3ayacTyro OKa3aHbI pa3InIUsS MEX 1y monyssiusamu [8, 27, 28, 31].
Tak, y HECOBEpIIIEHHOJIETHUX TMAIMEHTOB C ATUM 3a00JieBaHneM HabJto1anacy 0osee
BBICOKAsi CEMEHHas arperaius o CpaBHEHHUIO C MAIMEHTaMH, JTUArHOCTUPOBAHHBIMU
B 3penoM Bospacte [6, 8, 28, 31, 57]. OnuH U3 MOAXOA0B K U3MEPCHUIO BEIIMYUHBI
ydacTusi TEHETHYECKUX (akTopoB Tpu 3a00J7€BaHUM, 3AKIIOYAETCS B TOJCUYETE
koa(dduieHTa prucka peuuauBa y OpaTbeB M cecTep, KOTOPBIN ONpeAenseTcs: Kak
COOTHOIIICHHE PHUCKA TOPAKCHHUsI Cpeau OpaTheB W CECTep IallMeHTOB W PHICKa
MOPaKEHUS B 11€JIOM (YUCIICHHOCTh HaceleHus). Kpome Toro, B TypeuKkou momyisiiu
HabOmoamack 060s1ee BHICOKAsh YacTOTa KOHKOPJAHTHOCTH MOHO3UTOTHBIX OJIM3HEIIOB
110 CPaBHEHUIO C TU3UTOTHBIMH Osin3Heramu [97].

Bce 3Tu naHHBIE TOATBEPKIAIOT BAXKHYIO POJIb T€HETUYECKHX (PAKTOPOB B
natoreHe3e bb u kpymHOMacmTaOHbIe TCHETHYECKUE HCCIICIOBAHUS TIPUBEIH K OoJiee
JTydIeMy MOHMMaHUIO TeHEeTHYeCcKoi mpeapacmnonoxennoctu bb [28, 31, 94, 163].

Opnako mpu 3a00J€BaHUAX C HU3KOW pACTIPOCTPAHEHHOCTHIO, TakuX Kak bb, 3To
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MPEACTaBIsIeT COO0N OrpOMHYIO MpoOeMy, U TpeOyIOTCS OTPOMHBIC COBMECTHBIC
MEKIyHApOIHbIC yCUIIUs. B 3TOM KOHTEKCTE €Ille OJTHUM Ba)KHBIM ITYHKTOM SIBIISIETCSI
dbopMHpOBaHHE XOPOIIO MOJATOTOBICHHBIX KOTOPT MAIIMEHTOB U3 PA3IMYHBIX TPYIII
HacesneHus [77, 97]. Bo3MoxHO, HE TaK yX W JaJeKO, KOT/a JaHHbBIC, MTOJyYCHHBIC
pe3ynbTaThl KPYMHOMACIITAOHBIX T'€HETUYECKUX UCCIEIOBAHUM, MOXHO Oyner
PETYJISIPHO TPUMEHSTh I OKa3aHUSI MEAUIIUMHCKOM MOMOIIY OT/IEJIbHBIM IMAIIUEHTAM.
Tem He MeHee, ellle MHOTO€ MPEICTOUT y3HaTh O TeHeTuke bb u, 4To BaxkHO, O TOM,
KAaK CBSI3aHHBIE '€HETUYECKUE BapHaHThl MPHUBOASAT K MATOI€HHBIM IMOCIEACTBUSM,
npeapacroiaraommM K 3aboneBanmio  [94, 163, 181, 200]. [anbHelimme
(yHKIIMOHATBHBIE ~ HCCIECOBAHUST  MOTYT  OBITh  NPUOPUTETHBIMHU IS
COOTBETCTBYIOIIMX THUIIOB KIJIETOK, YYaCTBYIOIIMX B BBISICHEHHH MOJIEKYJISPHBIX
3 PeKTOB TEHETHYECKHX BapUAHTOB, CBS3aHHBIX C 3a0osieBanueM. I[lomHoe
MMOHMMAHUE TEHETUYECKOTO BKIIa/ia B pa3BuTHE bb, 3a1€iICTBOBAHHBIX MTyTEN U TUIIOB
KJIETOK, a TakXKe CBS3aHHBIX C ATUM (PYHKIIMOHAIBHBIM HApPYIICHHUEM, MOMOYKET
JOCTHUYb JIYUIITUX CTPATETHH JICUYSHHS STOTO CJI0XKHOTO 3aboneBanus [77, 184, 188].

bb Ttakxe cuutaercs HEHTPOPWIBHBIM BacCKYJIUTOM, W TIATOTEHHAs POJb
HEUTPO(UIIOB, COCTABISAIOIIMX BPOXKIACHHBII UMMYHHUTET, XOpomo u3BecTHa [115,
181]. Tot dakt, uro HEeUTpodHIIbI, BEpOATHO, TUNEpakTUBHBI yepe3 HLA-B*51 u
o0pa3ylOT  MEPUBACKYIAPHYIO  HHPWIBTpPAIMIO,  MOXET  CIIOCOOCTBOBATH
MOBPEXKICHUIO TKaHeH, HaOmomaemomy nipu bb [28, 34, 188]. Kpome Toro, aktuBammst
HEUTPO(PHUIIOB MOXKET MPUBECTH K OKHUCIHUTEIBHOMY CTPECCY M BBICBOOOXKIECHUIO
IIUTOKUHOB, CBsi3aHHBIX C Th-1. TecrocTepoH TaKkKe MOXKET CIOCOOCTBOBATh
akTuBauu HeuTpoduioB u kietok Th-1 [114, 200]. Dta cutyariust MOKET OOBICHUTD,
noyemy bb nportekaer Tskenee y nalMeHTOB MY>KCKOro 1noJjia. KileTku-ecrecTBeHHbIE
KWJUIEPBI TAKXKE MOTYT UTPaTh OMPEICICHHYIO poJib, yBenuunuBas oTBeTbl CD4 + Th-1
KJIETOK, 0COOEHHO B aKTUBHOM (haze 3aboneBanus [82, 107].

Onuaemuosaorusa bb u marorenernyeckue MmexaHu3Mbl. Dnuaemuosorust bb
YHUKaJIbHA, TaK Kak 00JIe3Hb pacipocTpaHeHa BAOJb ApeBHero IllenkoBoro mytu u3
ctpan CpenuzeMHOMOpbs, Bkitovast Typruto (370 cnydaeB Ha 100000 nacenenusi), B

ctpaubl bnamxnero Boctoka m Boctounoit Asuu, HO Bb penko BcTpedaercs B
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Cesepnoii Espone (0,64 cinyuyas na 100000 nacenenusi). CeBepnas Amepuka (0,12—
0,33 ciryuas Ha 100 000 Hacenenus), ABcrpanus u Adpuka [2, 33, 52, 73]. Bb 06braHO
HAYMHAETCS B TPEThEM JECATWICTUU >KU3HU U PEAKO BCTpPEUaeTcs /0 IMOJOBOIO
cospeBanuss win nocie 50 ser [4]. Oba mona B paBHOM CTENEHH IOJIBEPKEHBI
3a00J1eBaHUIO; MpeodajaHue MY>KUMH HaOII0JaeTcsi B apaOCKOM HAaCEIeHHUH, TOT/1a
Kak npeoOiaganue xeHimuH oyeBuaHo B Kopee, Kurtae, CIIIA 1 HEKOTOPBIX CTpaHax
CeepHoii EBporbl. 3a00iieBaHN€e MPOTEKAET TSHKENIEE Y MYKUUH U 'y 00J€€ MOJIOI0TO
HaceneHus [55, 56, 59, 67]. Oba moia ogUHAKOBO CTPAJaIOT, OJTHAKO 00JIee TSIKET0e
TEYCHHE 3a00JICBaHMsI OINKWCAHO y MYXYMH W y Monoaelx [2, 5, 11, 17]. bb
XapaKTepu3yeTcs BEHO3HBIM TPOMOO30M, aHEBpHU3MaMHU U
OKKJIFO3USIMU. [ ICTOMATONOTMYECKUN aHamu3 ToKa3zal, 4YTO apTepuud U BEHBI
MH(QUIBTPUPOBAHBI HEUTPOPHIaMU U TUM(OLUUTAMHU, YTO MPUBOAUT K AUCHYHKLIUN
srporenans cocynoB [99, 206]. DumoTtenuanpHas AUCHYHKIUS U HEUTPODHIBHOES
COCYIUCTO€ BOCIAJICHUE SBISIOTCS KIIOUYEBBIMU (DAKTOpaMHU, OIMOCPEAYIOIIUMU
TpoM003 y marnuenToB ¢ bb [47, 192]. CD4" T-xietkn, Bimrodas kierku Thl, Th2,
Th17, Th22 u Treg, u poJICTBEHHbIE IIUTOKUHBI B aJaITUBHON MMMYHHOH CHCTEME
UTPAIOT KIIOYEBYIO poiib B maroreHe3e bb, a HIWTOKWHBI, HECOMHEHHO, WUIPAIOT

’KU3HEHHO Ba)KHYIO pOJIb B MHUIIMAIMHU 1 coxpadHennn bb [37, 41, 150, 168, 189].

1.2. ®enorunsl boJe3nu Bexuera

AQTbl. f3BBI B NOJOCTH pPTa OAMH W3 OCHOBHBIX HAYAIBHBIX MNPU3HAKOB
3a00neBaHus 51 COIJIaCHO JIaHHBIM, IIOJIy4EHHBIM MexaynaponHou
uccienoBarenbckoi rpynmnoit mo bb u3 Heckonmpkux ctpan [151], 6pu1 0OHApYKEH Y
97-99% mnanuenToB. APThl 0OBIYHO BO3HUKAIOT B CPEAHEM 3a 7 JIET JO MOCTAaHOBKHU
nuarnosa [94, 119, 144]. Korga 3To NMpoUCXOAUT, HapylaeTrcs Oapbep CIU3UCTON
000JIOYKH. DTO BMECTE ¢ JAUCOAKTEepHO30M TMPUBOJUT K  BBICBOOOXKICHUIO
MUKPOOPTaHU3MOB M MEAHATOPOB BOCIHAJCHUS B OONIMNA KPOBOTOK U aKTUBHO
CIOCOOCTBYET MPOOJDKAIOIICHCS aKTUBHOCTH 00Je3HEeHHOTo mporecca [174, 187].
Bang D. et al. npocniekTuBHO npocieamin 67 ciiydaeB peluJauBUPYOMEro ahTo3HOro

cToMaTuTa U oOHapyxuiu, uyto y 35 (52,2%) nauuentoB cumntoMsl bb pa3puiuch B
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cpenHem uepe3 7,7 ner. To4HO Tak e OHM OOHAPYX WM, YTO TOAOBAas 4YacTOTa
MOPAXCHHUI Y TIPOTPECCUPYIONTUX MAaMEeHTOB coctaBiisieT 9,8 [122]. AdThl 00bI9HO
OOJIE3HEHHBI, PEUUIUBUPYIOT, MHOMXECTBEHHBI MU MOTYT MOpaxaTb MsTKoe He0o,
TBEpJ0€ HEDO, CIM3UCTYI0 O0O0JIOUKY IINEK, S3BIK, AECHY, TYOhl U MUHAAIUHBI. Kak
IpaBuJIo s3BbI OoJblIKE U TIyOokue, muamerpom oosee 10-30 mm. bonee 90% 5138 BO
pTy 3axuBarOT 0e3 pyoOueanus [180, 186]. XoTa 4acTh W3 HUX PErpecCUPYIOT U
MIOBTOPSIIOTCSL HEOJHOKPATHO B TEUCHUE JUTHTENBHOTO reproaa [120, 196].
ITopaxeHusi MOJIOBBIX OPraHOB €IIIE OJINH XapaKTepHbI npu3Hak bb, moxer
CIIy’KUTh HadaJIbHBIM MpPHU3HAKOM 3a0o0sieBaHUs M HaOmogarorca O6oisiee yem y 80%
nanueHToB [17]. DT mopaxxeHusi Takke SBIAIOTCS PELMIUBHPYIOIIUMHU, XOTSA, B
OTJIMYME OT MOpa)XeHWH mojoctu pTa, Oosnee 70% mopaxxeHUI MOJOBBIX OPraHOB
32KUBAIOT ¢ 0Opa3oBaHueM pyOI1oB [12]. YuuTeiBas, 9To TIIyOOKO pacIiOiOKEHHBIC
A3Bbl MOTYT 3aXHUTh C OOpa3oBaHHEM pyOLIOB, CIeAyeT HCCIeNOoBaTh pyOIbl OT
IpeABIIYIINX MOPAXKCHUH y MalUeHToB ¢ moxo3peHneM Ha bb. Mat et al. kto
WCCIIeIOBAJ 4acTOTy pyOrieBanus s3B [204], u o6Hapyxmi1, uTo 89% Gonpmux 5138 (>1
cMm) u 49% wmenkux 3B (<1 cMm) 3axunu ¢ oOpa3oBaHHEeM pPYOIIOB y MaIllMEHTOB
MY>KCKOTO 1oJia. Mexay Tem, yacToTa 00pa3oBaHus pyOI[OB Y TALMEHTOK C OOIBIINM
51 MaJIBIM MOYEHCITYCKaHUEM coCTaBuja 100 151 40,5%
COOTBETCTBEHHO. BBIIEYIIOMAHYTOE  HCCIAEAOBAaHME  IOKa3aJlo, 4YTO  S3BBI,
pacnoyio)KeHHbIE Ha HIKHEW ry0e W B HpeaaBepuud ry0d, MOTYT 3aKdUTh 0e€3
pybueBanus. CinenoBaTelibHO, Npu AuarHocTuke bb mpambl oT mpensiaymux
MOPAKEHUI CIIETyeT UCCIEeN0BaTh, HE3aBUCUMO OT OCTpbIX MopaxeHui. [IpumepHo
90% 3B y MYXYMH pPa3BUBAETCS HA MOILIOHKE, NMPU 3TOM NOPAKEHUS PEIKO
JIOKaJIM3YIOTCA Ha TOJIOBKE IMOJIOBOTO 4YJIEHA M Ha Telie moJjioBoro wiena [171]. ¥V
YKEHIIMH HauboJiee 4acToM JIOKaIU3aluen sSBISIOTCS TyObl, XOTS OHU pPa3BUBAIOTCS B
o0JacTH BYJIBBBI, BIarayvia u gaxe mmeiiku matku [132]. KpoBsiHuCTO-THOMHBIC
BbIIETICHUST #M 0OMb MOTYyT HAOMIOJAThCS M3-32 WX  PACHOJOXKEHUS BO
Biaranuine. Kpome Toro, si3Bbl ByJIbBbl MOTYT MHOTAA MPUBOJAUTH K MOTEPE TKAHEU
noJioBeIx Try0. B  peakux ciydasx TiIyOOKO pacIoJIOKEHHbIE SI3BBI  MOTYT

00pa3oBBIBATH CBUIIIM B MOYEBOM My3bIpe, ypeTpe 1 npsimoit kuike [40, 45, 204]. Ectb
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COOOIIICHHS TTOKA3JIN JIOKAJTU3AINIO B TIEPUAHATILHON 00JIACTH 1 MaXOBOU CKIIAIKU Y
obowmx moJjos [171, 172].

MexayHapoHas rpyrmna rmo uzydenuto bb cpaBamna nanusie 914 naiueHTos ¢
bb u3 12 ueHtpoB B 7 cTpaHax ¢ JaHHBIMU KOHTPOJIBHOW TPYMIbI B TE€X K€ HEHTPAX
[151]. Bbun ompe/esieHbl YyBCTBUTEIBHOCTh U CIIEHU(UIHOCTD KaXI0T0 CUMITOMA
bb, a Tax:ke paccuuTaHbl OTHOCUTENILHOE U 0KUIAEMOE 3HaUYEHUE KaXI0I0 CUMIITOMA.
Pe3ynbpTaThl mokaszanam, 4TO W3 BCEX CHUMNTOMOB Ipu bb reHuTanbHBICS3BBI UMEH
HAWBBICIIICE OTHOCHTEIbHOC M OXKupaemoe 3Hauenue [172, 204]. Takum oOpazom,
TCHUTAIbHBIC SI3BBI  SBIISIOTCA OOHUM W3 TPEeX KOMIUIEKCOB CHMIITOMOB,
XapakTepu3yroImux nedrT 3aboneBanus. [Io cpaBHeHuto ¢ adTamu, TEHHUTAILHBIC
s13BBI OoJice crienuduunsl i quarnoctuku bb [18, 31, 36, 171, 172].

Koxnble mnposijenusi. EN-mogoOHble mopaxkeHust (y3jioBaTasi 3puUTeMa),
NaIyJJIONYCTYJIE3HbIE U TOBEPXHOCTHBIM TPOMOOGICOUT MPEACTABISIOT COOOM
HaunOoJiee XapakTepHble KoxkHbIe opakenus bb [98, 120, 171]. Bonee Toro, KoKHbIC
MOPKEHUS SABJISIOTCS OJJHUMH U3 TIEPBBIX CUMIITOMOB bb 1 9acTo mmeroT Teuenue ¢
penuauBUpyOmUM  TedeHueM [172]. CnemoBaTenbHO, KOXHBIC —OPaKCHUS
HE00XO0MMO TUArHOCTHPOBaTh Ha paHHUX craausx bb. Tak B ucciaenosanusax Kirino
Y. et al. mokasano, uto B Snmonmn cpenu mamueHToB ¢ BB y 88,8% (513 u3 578
NaIKMeHTOB) HAOIFOIAIMCh KOXKHBIC mopaxenus [98]. V3nosaTas spuremMa Ha HUKHUX
KOHCYHOCTSIX SIBJISICTCSI OOBIYHBIM CUMIITOMOM M ICMOHCTPUPYIOT 00JIe€ BaCKYIUTHBIN
KOMIIOHEHT TI0 CpPaBHEHHUIO C Y3JIOBaTOM DJpPUTEMOW, KOTOpasl  SIBISETCS
WIMOTIATUYCCKON MM BbI3BaHHOW Jnpyrumu npuumHamu [171, 172]. EN-mogoGHbIe
MOPaKEHUS TIPEJICTABIISIOT OO0 00JIe3HEHHBIC, OBAIbHBIC, JPUTEMATO3HBIC Y3CIIKH,
KOTOPBIE YaCTO Pa3BUBAIOTCA HA HOTAX W Yallle BCTPEUAIOTCS Y JKCHIWH. XOTS vale
BCET0 OHU HAOJIIOIAFOTCS B HIDKHUX KOHEYHOCTSIX, OHH TaK)KE MOTYT PacIioiaraTbcs B
JIPYTUX YacTIX TeJa, TAKUX KaK ArOoJAWYHAas 001acTh, BEPXHUE KOHEYHOCTH, JIUIO H
miest. [lopaxkeHus: perpeccupytor B TeUeHUe 2—3 HeJedb ¢ MECTHOM MUTMEHTalKe!, a
WHOTJIa U MICTYIICHHEeM, 0COOCHHO Y TeMHOKOxHX Jrojaed [98, 172]. ¥ HekoTophIX
naiueHToB ¢  EN-momoOHBIMH  TOpaXeHUSIMA  HAOJIOMAIOTCS  COMYTCTBYIOIINE

CUCTCMHBIC CUMIITOMBI, TAKUC KaK CYCTaBHBIC CUMIITOMBI, HCAOMOT'aHUC U JINXOPAaJIKa.
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[TycTymno-namyiine3nple  W3MEHEHUs SIBJISIOTCS HaumOoJee dYacThiM — KOKHBIM
NpOSIBIICHUEM 3a00JieBaHMsI W HaOmomaroTess B 65-96% ciydaes [32, 36, 45, 52,
57]. Ins  Hux XapakTepHbl (QOJUIMKYJIUT WIM AaKHE-TIOAOOHBIC CTCPUIIbHBIC
HaIyJIOMyCTY/IBI Ha puTeMaTo3HOl ocHOBe [59, 60, 67]. TunuuHbIe Xe MopaKCHHS
MPOSIBJISIIOTCS B BUJIE TAITYJI, TyCTYJIbI KOTOPBIX Pa3BUBAIOTCS B TeueHue 24—48 yacos
¥ 9acTO JIOKAJIM3YIOTCS Ha TYJIOBHINE, HUKHUX KOHeUHOCTsX  jmne [57, 59]. Bonee
TOT0, MAITYJIOMYCTYJIE3HbIC H3MEHEHHSI YaCTO COMPOBOXKIAAIOTCS apTpuTOoM [172].

[ToBepXHOCTHBIN TPoMOODIEOUT — 3TO MANBIHPYEMOE YIJIOTHEHHE MO X0y
BCHBI, IPEUMYIIIECTBEHHO B HOTaX, KOTOPHIN Yallle BCTPEYACTCs Y MY>KUMH U HanOoJiee
4acTo mopaxkaeT OOJIBIIYIO MOJAKOXKHYIO BeHy [9, 132]. Kimuaudecku 310 cocTosHUE
MOXKET TMPOSIBIISITHCS KaK IMOBEPXHOCTHBIM MUTpUpyromuidi TpoMOodiaedur. Xots
MOBEPXHOCTHBIN TPoMOO(IEOUT MOXKET OBITH OOHAPYIKEH MPHU JAEPMATOJIOTHYECKOM
oOcJeIoBaHNM, OH YKa3bIBaeT Ha MOPAXKEHHE COCYJIOB U TECHO CBA3aH C TPOMOO30M
riIyOOKMX BEH U TpoMOo30M aypaiibHoro cunyca [84, 85, 166]. CnenoarenbHo,
HEOOXOJMMO  TIIATeNIbHOE  HAONIONCHHWE 32  CIydasMH  IOBEPXHOCTHOTO
TpoMOO(hIeOUTa C TOUKH 3pEHUS TOPAKEHUS COCYIOB.

I'nasubie nposiBienus. boiee 50% manuentoB ¢ bb nmeroT nopaxxkenue rnas,
XOTS TOpa3/I0 YaIle BCTPEYaeTCs Y MY>KUYMH M MOJIOABIX MmanueHToB [26, 35, 50, 60,
120]. IMopaxenwue a3 npu bb 00bIYHO BO3ZHUKAET B TEYEHHUE MEPBHIX HECKOJIBKUX JIET
MOCJIC TIOCTAaHOBKH JTMAarHO3a U PEAKO BO3HUKACT Ha MO3JHUX CTaIUAX OOJIC3HH, €CIIN
He TposBIsgeTcs panbiie [25, 57, 131, 134]. Yacto BcTpeyaeTcs peluInBUPYIOIIHUH,
XPOHUYECKHUMA, TBYCTOPOHHUN YBEHUT C MOPAKCHHEM KaK IMEPEIHETO, TaK U 3aJHETO
yBeaJIbHBIX TPAKTOB. [IepeqHuii YBEeUT BBI3BIBACT SPUTEMY U CBETOOOS3HB, a 3aHHM
YBEUT BbI3bIBaeT notepto 3penus [127, 134, 182]. CBsi3aHHBIN ¢ TUTIOMHMOHOM YBEUT
BCTPEYACTCS PEXe, HO OUYCHb CEPhE3CH, MOCKOJIBKY ITOYTH BCETJa COMPOBOXIACT
TsDKeJoe 3aboneBanue cerdaTku. [lopakeHue ceTyaTKd TPU BAaCKYJIUTE CETYATKH
MOJKET OBITh 3aMEUEHO U SBIISCTCS MPUYMHOMN CIICIIOTHI Y 3TUX MaIMeHToB [25, 26, 27,

35]. KOHBIOHKTUBUT U M30JIMPOBAHHBIN MEpeHUN YBEUT BCTpeuaroTcs penko [183,

222].
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CkeJsieTHO-MbIIIEYHbIe TPOsIBJIEHMs. BocnaauTenbHbId  HEIPO3UBHBIMA
HegehopMupyrouil apTpuT HabmoaaeTcs y 50% marmenTos ¢ bb, wame BcTpewaercs
y NaIueHToB ¢ akHehopMHBbIMU nopakeHus MU [3, 143]. OOBIYHO ATO CUMMETPUYHBIH
WM aCUMMETPUYHBIA OJIMTOAPTPUT, HO TAKKE MOTYT HAOMIONAThCA MOJUAPTPUT U
MoHOapTpuT. [lopakeHune cycTaBoB sBIseTCA MMepUEPUYECKUM, U BOBJICUCHUE
MO3BOHOYHHMKA WJIM CAaKpOWJIEUT OOBIYHO HE HaOJ0/aeTcs, YTO OTJIMYAET €ro OT
ceszanHoro ¢ HLA-B*27 nsposuBHOTO cakpouneuta [5, 27, 29, 31]. Konennsie
CYCTaBbl SIBJIIOTCS HauOoJiee YacTo MOpakaeMbIMH CYCTaBaMHM, 32 HUMHU CJIEAYIOT
JIOJIBDKKH, 3aIACThs 1 JIOKTH [13, 143].

Cocyaucrbie mnposiBjeHusi. Yacrora coCymuCThIX mposiBieHud  bb
ounenuBaercs B 5—40% [3, 9, 35, 67], B 3aBUCUMOCTH OT MOMYJISIMH, B KOTOPOM
MPOBOAMIIACH OLICHKA, TPUYEM MY>KUMHBI MOPAXKAIOTCS Yallle, 4eM *KeHIUHbI. [lepBoe
MPOSIBJICHUE BOZHUKAET B CPEAHEM Uepe3 S JIeT nociie nepBudHoro auario3a bb y 75%
nanueHToB. [lopaxkeHne Kak apTepUalbHBIX, TaK M BEHO3HBIX COCYJOB JIHOOOTO
pazMepa SBISIETCS OTJIMUMTENbHOM dYeprol Bb m Moxer HaOmomatbes y 25%
MalyeHToB, dame y wMyxkuuH [21, 67, 69]. IloBepXHOCTHBII U TIyOOKHIA
TpoMOO(DIECOUT HMKHUX KOHEYHOCTEH - Hanbosee 4acToe COCYAMCTOE MPOSIBICHUE.
Penxko moxxer HabGmomateesi cuuapoM banma-Kuapu miam oOCTpyKIUSt TIOJION BEHBI
[15]. DmOomus 3THX TPOMOOB BCTpPEYACTCS PEIKO, MOCKOJBKY BOCIATHTEIbHBIC
TpOMOBI TIJIOTHO TPHJIETAIOT K TMOpaXeHHOMY SHAoTenuio [16]. ApTrepuanbHbIiI
BAaCKYJUT MOXET TOpa)kaTh apTEpUI0 JIOOOr0o pa3Mepa U MOXKET COIMPOBOXKIATHCA
aHeBpHU3MaMH WK OKKITto3usimu [84, 85, 192]. Hepeako HaO01aeTCSI aOPTHT, @ TAKIKE
BACKYJIUT COHHOM, OCIPCHHOM 1 TIOIKOJICHHOM apTepuit [84, 192, 221]. A nopaxkeHue
JICTOYHOM apTepuu ¢ oOpa30BaHMEM AaHEBPHU3MbI YHHUKalIbHO 11 Bb u sBusercs
OCHOBHOM MPUYMHOM CMEPTH y 3TUX manueHToB [21, 24, 66, 133].

Tpom603 moBepxHocTHBIX BeH (TIIB) ¢ mocneayromum TpoMO030M TIyOOKHX
BEH (TT'B) SIBJISIFOTCS HanboJee 4aCcThIMHU COCYAUCTBIMU
nposiBiieHusiMu. [IpeobnanarotT monoasie Myx4unbl, 1 TI'B, B omimmune ot TI'B
JIPYroro TMPOWCXOXKICHHS, WMEET TEHICHIMIO K pEeIuauBaM HM YacTo ObIBaeT

nByctopoHHUM. OHu mopaxkarot 10 13% mnanuentoB ¢ bb, u B Hanbomee TSxKEIbIX
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Cllydasix MOTYT MPHUBOAMTH K MOCTTpoMOoTHUYECKOMY cuHapomy [85, 91, 191, 192].
XoTs1 TpoMOO3 B OCHOBHOM BO3HUKAET B BEPXHHX M HIDKHUX KOHEYHOCTSX, TAKKE
MOTYT OBITh MOPaXEHbl HEUACTHIC YYACTKU (TaKUE KaK BEPXHsS WM HWOKHSS TOJIast
BEHa, MeYeHOYHast BeHa ¢ cuHapomoM baana Kuapu, BopoTHas BeHa, 1epeOpaibHBbIif
BEHO3HBIM CHHYC, BHYTPHCEPICUHbIC TPOMOBI B ITpaBoM skenyaouke) [15, 70, 84, 85].
Bo3HukHOBeHHE TpOMOO03a Ha 3TUX HEOOBIYHBIX YYaCTKaX OTHOCUTEIBHO CEU(DUUHO
s bb [54, 211, 220].

HesBposornueckue nposisjienuss bb. HeBponornueckoe nopaxeHue, Takxke
Ha3bIBAEMOE CHHIIPOMOM Helpo-bexuera, BcTpeuaercs ¢ yactotor 3—30% [14, 39, 53,
55, 177, 178]. My>X4nHBI TOpaKAFOTCS Jallle, YeM )KCHIIUHBL, U B CPETHEM Yepe3 6 JieT
nocJje nepseix nposiienuit bb [17, 33, 52]. OxHako 3TO TakkKe MOXKET OBITh MIEPBOE
nposiBiieaue bb, kotopoe B xoropre m3 Typrum umeno mecto y 29% [32]. HbBb
noJipa3zieNisieTcss Ha mapeHxumarto3Hyw ¢opmy (6oxee 80% Bcex cimyuaeB HBD) u
cocyauctyio popmy (20%). IIpenmonaraercs, uro 00e hOpMbI HUKOT 1A HE BO3HHUKAIOT
OJTHOBPEMEHHO y OJTHOTO TaruenTa [25, 52, 218].

[IposiBnenus: nepudepuueckort HepHoU cuctemsl (ITHC) ouens peaxu 3,9%
Bcex ciyuaeB HBB [14, 49, 190, 218], oHu BKIIOYAIOT CCHCOMOTOPHYIO HEBPOTIATHIO,
MHO>KECTBEHHBIII MOHOHEBPUT W BETCTATHMBHYIO HEBPOIATHIO, a TaKXE CHUHIPOM
['mitena-bappe. CylliecTByIOT HW30JUPOBAHHBIE HEWPOMATUM YEPEINHBIX HEPBOB,
KOTOpbIE  CBSI3aHBl ~ C  TPU3HAKaMU  BOCHAJCHUS TP JTFOMOAITBHOU
nyHKud. OnTuyeckas HeMponaTus peaKo BO3HUKAET MPHU OTCYTCTBUU IMaHYyBEUTA C
BackynuToM ceryatku [183, 217]. TIposiBiienus nepudepruueckoil HEPBHOW CUCTEMBI
MOTYT OBITh CBSI3aHBI KaK C TAPECHXUMATO3HBIMH, TaK U C COCYAUCTBIMH TPOSBICHUSMH
HFBB.

ITapenxumaro3nsle HbBb B OCHOBHOM BO3HMKAarOT B T'OJIOBHOM MO3re€, HO
cnuHHOM MOo3T MoxkeT peako (10 10% HBb B Gonbiux cepusix) Takke mopaxaThCs B
dopme mnomepeunoro wmuenuta [190, 203]. B mnociemHem ciydae BeAyIIUM
KIIMHAYECKUM CHUMIITOMOM SIBJIICTCS HapyIICHUE YYBCTBUTEIBHOCTH, CJIa0OCTh,
cUHKTEpHAass WIM CeKCyajdbHas AUCPYHKIMS, B 3aBUCUMOCTH OT JIOKAJIU3aIUU

BOCMAJIUTENIbHOTO mnopaxeHus. B 50% mnapenxumarto3nbix mnpossieHudt [[HC
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MOPa’KaeTCs CTBOJI FOJIOBHOI'O MO3ra, r1ie Ha MPT 00HapyXMBarOTCs BOCIAIUTENbHbBIE
oyard. XapakTepHO MOpaXeHHE CpeTHero Mo3ra wim Mocta [176, 198]. Knunudeckue
CUMIITOMBI 3THUX MAlMEHTOB HOCAT MPEUMYIIECTBEHHO CUCTEMHBIN XapaKkTep, TaKue
KaK JMXOpaJKa U YTOMIIIEMOCTb, 32 KOTOPBIMH CJIEYET CUJIbHAs roJIOBHAas OO0Jib, a
3aTeM, 4Yepe3 HEeCKOJbKO JHEH, pa3BUBAIOTCA OYaroBble HEBPOJOTUUYECKUE
cuMnToMbl. OHM YacTO BKIIOYAIOT O(TaTbMOIape3 B COYETAHMM C aTakCueud u
aCHMMETPUYHBIMHY MIPU3HAKAMHU JUIMHHBIX IyTel [14, 38, 39, 159].

Hpyroit martepH mapenxumato3nbii HBb wa MPT — OGonee nuddysnoe
pacnpesesieHue MOpPaKeHU B O0OMX MOMyHIapHsX, KIMHHUYECKH MPOSBISIONIEECS
nporpeccupytoiei sHiedanonaTuen, COCTOsIIEH W3 TOJOBHBIX O0J€H, O0YaroBbIX
MPU3HAKOB, TaKUX Kak jAucdasus, TreMurape3, MoTeps YYBCTBUTEIBHOCTH U
KOTHUTUBHBIE HapyIieHus. Penko Ha MPT BUIHBI Tak HA3bIBAEMbIE «OITYXOJICBUIHBIC
MOPaKEHHUS», B OJIHOM TMOJYyIIAPUU TMOSBIsAETCAS OOJbINas Macca, UMUTHPYIOIIAs
TJIMOMY WU JTUMQPOMY. DTU OPAKEHUS 4acTo OepyT Ha ceOsi OMOICHUIO U TTPOXOJIST
JIeUEHHE, HO OHU YaCcTO OCTaBJIAIOT HeBpojiorndeckue nociencreus [14, 102, 159]. B
CIIMHHOMO3TOBOM  JKMJAKOCTM B  JBYX TpeTsax  mapeHxumaro3nbii  HbBb
OOHapy>KMBAIOTCA TOBBILIEHHbIE O€IKW W/WIM T[JeonuTo3, B 54% ciaydaeB ¢
npeo0iaaHieM HEUTPOPUIOB WU cMmech HeuTpodunoB u numponuton, 46%
SBJIFOTCS. YUCTO JIMMQPOIUTAPHBIMU. ONUTOKIIOHAIIBHBIE TOJOCHI BCTPEYAIOTCS B
16%. Y ogno#t Tpetn nepedpocnuHanbHas XuakocTh LICYK MoxkeT OBbITh MOTHOCTHIO
HOpPMaJIbHBIM, HECMOTPsI Ha THUMHYHBIN nmapenxumato3ubiii HBB [39, 67, 100, 149].
['ucTonaTtosiornyeckuii ObLIO0 0OHAPYXKEHO MO0 MYJIbTU(HOKAIBPHOE HEUTPODHITBHOE
NEPUBACKYJISIPHOE  BOCHaJieHWEe, JIMOO  TMEepUBACKYJISIPHBIE  MOHOHYKJICAPHBIC
KJIeTOUHbIE MHPUIBbTpaThI, mocieanne coctosiu u3 CD45RO + T-numdonutoB u
CD68 + moHOUMTOB ¢ HeOObIMM KomuecTBoM CD20 + B-mumdormros [105, 138,
149]. B nauTenbHON pEMUCCHH TPOSIBUIIUCH TTIHO03 U aTpO(Hst MOPakeHHBIX YUaCTKOB
C HEKOTOPBIMU KU3HECTIOCOOHBIMU HeipoHaMu. Pazpo3HeHHbIe HHPUIBTPATHI U 04aru
NEPUBACKYJISIPHOTO BOCHIANICHHS ObLITM OOHAPY>KEHBI B CEPUM CilydaeB B AnoHuu u3 3
naiueHToB ¢ HbBbB, koTtopeiM Obuia coenmaHa auarHOCTHYECKass OWOIICHS WA

THCTONATOJIOrUs ObliIa IoJiydeHa mocje Bekpbitus [86, 90, 102].
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Cocynuctoie HBB mouT HCKIIOYUTENBHO COCTOMT W3 TpomOo3a BeH
TOJIOBHOT'O MO3I'a BEPXHETO CAarMTTAJIbHOTO MJTM MOIIEPEYHOr0 CUHYCA U COCTABIISET 10
20% Bcex cimyuaee HBB [14, 59, 60, 84]. CymecTByeT CBSI3b C CHCTEMHBIMH
cocyaucteiMu niposiBiieHussMu bb [84, 85, 159]. Knnandyeckne cHMIITOMBI BKIIFOYAOT
CWIbHYIO TOJIOBHYIO 00JIb, pa3BUBAIONIYIOCS B T€UEHHE HECKOJbKHUX HENENb, U MpU
HEBPOJIOTMYECKOM OOCJIEIOBAHUU BBIABIISETCS OTE€K JMCKA 3pUTEIBHOTO HEpBa, a
MHOT/Ia U Tapaiuny mectoro Hepa. MPT 00bIYHO MOKA3bIBAET 3aKYOPKY TyPATBHOTO
cuHyca, HHpapKThl BeH peaku [14, 85].

Jnarno3 Hbb cinenyer cTraBuTh B COOTBETCTBUM C KPUTEPUSIMH PEKOMEH AN
Mexaynaponnoro koncencyca (ICR) [151]. Mx MoOXXHO pe3lOMHPOBAaTh Kak
«MOSIBJIEHUE HEBPOJOTMYECKUX IPU3HAKOB M CUMIITOMOB Yy IAllMEHTAa, KOTOPBIN
COOTBETCTBYET KpHUTEpHUsM MexayHapoagHoro KoHceHcyca misi bb, koropeie He
OOBSCHSAIOTCS KaKUM-JIMOO JIPYTUM W3BECTHBIM CUCTEMHBIM WJIM HEBPOJIOTHYECKUM
3a00jieBaHUEM, WM JICUEHHEM, U Y KOTOPOro OOBEKTUBHBIE OTKIOHECHHS,
cootBeTcTBYIOMKE HBB, 0OHapyxuBaroTcs 11nb0 Ha HEBPOJIOTHYECKOE 00CIIeIOBAHME,
HEHPOBU3YyAIM3AIMOHHBIE HCCIIEIOBAHUSI, MAarHUTHO-PE30HAHCHAss ToMorpadus
(MPT) wnu aHOMallbHBIE HCCIIECIOBAHUS CIUHHOMO3TOBOM KUAKOCTH». OJIHAKO
nanueHTam, y kotopeix HBb sBisierca nepBeim mposiBieHneM bb, u koTopeie He
COOTBETCTBYIOT JUAarHOCTMUYECKUM WJIH KJIACCU(PUKAIUOHHBIM KpuTepusm bb,
JUArHOCTHKA SIBJISICTCS OUEHb CI0KHOM 3agaueii [14, 103, 151].

[Topaxxenue IITHC nabmonaercs y 5-10% namuenTtoB ¢ bb, u 80% u3 Hux - 310
MopaXeHUE IMMapEHXUMBbI, dalle BCEro CTBOJA MO3Ta, KOTOpOE TMPUBOJIUT K
MO3KEUKOBBIM, MUPAMUIHBIM U CEHCOPHBIM Mpu3HakaM u cumnromam [14, 39, 92,
190]. He mapenxuMaro3HOe MOpakeHHE, XapaKTepu3yrolieecss TpoMOaMu TBEPIOH
MO3roBoi 00070ukH, HaOMoHaeTcst B 20% 1 MPUBOAMUT K TOJIOBHBIM OOJISIM M OTEKY
JIMCKa 3pUTENBHOTO HEpBa. OJTHOBPEMEHHOE TOPAKEHUE MAPEHXUMbI U HEITAPEHXUMBI,
M30JIMPOBAHHOE TMOPAXXEHHE MO3KEUKa, a TakKXKe MOpPaKEeHUE 4YEpernHbIX U
nepudeprueckrux HepBOB BeTpeuaroTcs peako [198, 218]. CnuHHOMO3roBast >KMAKOCTh

ABJIACTCA CTCPUIIBHBIM, HO MOJKCT BbISIBUTH ITOBBINICHHOC KOJIMYCCTBO Oenka u / U

kietok [102, 138].
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KesynoyHoO-KMIIeYHbIe NPOsSIBJeHHMA. SI3BbI  CIM3UCTOM  0OOJOYKH,
HAITOMUHAIONINE OPaTbHO-TCHUTAIbHBIE a(Thl, MOXHO YBUIETH B IOB3IOITHON
KHIIIKE, CJICTION KHIIIKe, TOJICTON KUIIIKE U TiuieBoe [23, 42, 48, 74, 136]. O6mmupHbIe
SI3BBI, OCOOCHHO HJICOIICKAIBHBIC OPAKEHUS, MOTYT TIpUBeCTH K miepdoparmu [136,
143]. BocmanutenbHoe 3a00J€BaHHE KHIICYHHKA MOYKET IPOSBISATHCS CXOIHBIMU
YKEJTy1I0YHO-KUIIICYHBIMU 0COOEHHOCTIMH B JIOTIOTHEHHE K
AKCTPAraCTPOMHTECTHHAIBHBIM OCOOEHHOCTSIM, BKITIOUAsl YBEHT, Y3JI0BATYIO SPUTEMY,
S3Bbl BO PTYy, BOCHAJUTEIBHBIH apTPUT W TaHTPEHO3HYIO IMHOJECPMUIO; U €r0
HE00XO0IMMO UCKITIOUHUTH JI0 MMOATBEep K aeHUs quarno3a bb [23, 53, 74, 92, 136].

Jlpyrue cucteMHbIe MPOSIBJIEHHUsI BCTpedaloTcs peako. [lopaxenuu cepama,
BKJIIOYAs TIEPUKAPJIUT, MUOKAPJUT, YHIAOKAPAHUT, BACKYJIUT KOPOHAPHBIX apTepuil U
KOPOHApHBIC aHEBPU3MBI, a TAKXKE IMOPAKCHHE TMOUYeK BKI0Yas AA-aMUIOWI03 H

rIIoMepyIoHepPUT HAIILUIM CBOE TOATBEpXkKAeHUE B psae uccienopanusx [18, 30, 46,

54, 59, 81, 197].

1.3. lnarnoctuyeckue aaroputvbl boJsiesnu bexuera

Juarnoctuka Bb sBisieTCs KIMHMYECKOW M MOXKET OBbITh 3aTpyJHEHa H3-3a
OTCYTCTBHUS KaKUX-JIMOO MAaTOrHOMUYECKHX JlabopaTopHbIX maHHbix [11, 27, 31, 35,
47, 65]. JlaGopatopHble maHHbIE OOBIYHO HECHEIU(UYHBI, BKIIOYAs aHEMUIO,
JICHKOIIMTO3 U TOBHIIIEHHE MapKepoB Bocmanenus [3, 11, 59, 60, 72].

ITaTepreTHUecKHil TECT ONPEAEISUI PEAKIHUI0 THMIEPYyBCTBUTEIBHOCTH MOCIE
ykona urioi [104], mpu 5TOM TOJOKUTENBHBIN pe3yIbTaT OMpenesieTCs Kak pa3BUTHE
PUTEMATO3HOW MMAITyJIbl WM MYCTYJIbl BOKPYI MECTa MHBEKIMH udepe3 24—48 yacos
MOCJI€ BHYTPUKOXKHOM MyHKIIMU KOXH. Ha 4acToTy MOJOKUTEIBHBIX PE3YJIbTATOB
TECTOB Ha KO>XHbIE MOKPOBBI BIMAET MHOXKECTBO (PAKTOPOB, B TOM YHUCJE TOJIIMHA
MCITOJIB3yEMOMU UTJIbl, OCTPOTA WJIM TYNIOM KOHYMK UIJIbl, KOJIMYECTBO TPOKOJIOB, METO/
NpUMEHEHUsl,  Ae3UH(EeKIrs  TEeCTUPYEeMOro  y4acTKa  aHTUCENTUKOM U
T.4. [10710XKUTENBHBIN pEe3ybTaT TECTA HA MATOJIOTHUIO SIBISETCS OCHOBHBIM KPUTEPHEM
B MexayHapoaHbIX — KpuTepusix OosnesHu bexdyeta u  MexayHapoaHo

HCCH@HOB&TCHBCKOﬁ rpynie 1o bb u saBnseTcs BaxXKHBIM IIPOSABIICHUEM JJIA paHHeﬁ
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JIUarHocTuky [65, 151]. Xots sto Habmogaetcs y 60—70% naruentoB u3 Typuuu u
SAnoHnM, MOJOKUTETbHAS PEAKIIHS MATEPTHH OYCHD PEAKO HAOII0IaeTCs y TTAIlUEHTOB
¢ 6one3nbto bexuera uz Ceseproit EBponsr mm CIIA [152, 165].

NHcTpyMEeHTAIBHBIE METOMBI  MCCIIENOBAHUS WrPAlOT BaXHYK pOJb B
MOCTAaHOBKE BUCIIEpaAJIbHBIX MTposiBiieHuit bb [18, 27, 57, 103]. B ux nepeyeHs BXOAAT
PCHTICH M apTPOIICHTE3 JIJIS OLICHKU apTpuTa, KommbiotepHas Tomorpadus (KT) s
OIICHKH MCTOYHHKA KPOBOTEUECHUS, TPOMOO3a M MIIEMHUIO, aHTHOTpadust I TTOUCKa
aHeBpU3M, JIoMOalIbHAs TMyHKIUS Ui oneHku MeHuHruta [103, 102, 198]. Ilpu
MEPBUYHOM OOpaIIeHn HEOOXOJAMMO MPOBECTH THIATEIHHOE O(TaTbMOJIOTHIECCKOE
oOcenoBaHue TS OTICHKH CTETICHU MMOPAKCHUS TJ1a3 U TIPOBECTH OMOIICHUIO KOMKHBIX
OpaXeHHH [T MOATBEep K aeHus Auarno3a [103, 134].

OkcniepraMu  MexXIayHapOJHOM TpPyNnmbl MO NEPECMOTPY MEKAYHAPOIHBIX
kputepueB 6one3nu bexuera (ITR-ICBD) ycranosnennsl kputepuu (B 2008 u 2016
rr.) [151]. JIlnarHocTHYecKre KpUTEpUHU BhIpakaroTcss B Oamwtax (1 0amn kaxmaomy
aTo3y MOJOCTH PTa, KOXKHBIM MPOSIBICHUAM (MICEBAOQPOIUTUKYIUT, a(TO3 KOXKH),
COCYIUCTBIM 3a00JIeBaHUSIM. TTopaxkeHus ((priedut, TpoMO03 KpYITHBIX BEH, aHEBPU3MA,
apTepuaibHbli TpOoMO0O03), TOJIOKUTENbHBIA TECT NaTeprud U mno 2 Oamna 3a
reHUTAIbHBIN adT03 U nopakenus ria3. s nuarnoctuku bb HeoOxonumo 3 u Gonee
oamna [11, 57, 60, 65, 104, 126].

Onpoc manueHta, KOTOpOMY Yxe ObUI TMOcTaBjieH nuarHo3 bb, BaxeH mis
XapaKTEPUCTUKU aKTUBHOCTH 3aboneBanusi. CoBceM HemaaBHO, MexIyHapoHOe
obmiectBo 1Mo BB mpemmoxkuino yrnpomeHHY MOJETb 3TOTO IMPOTOKOJA, HWHICKC
aktuBHOCTH OoyiesHn bexdera (BDAI) [11, 151]. Ora dopma npenHasHaueHa AJis
OLICHKH HaJIW4us psana nposisiieHuii bb B Tedenne 4 Henenb A0 MHTEPBBIO, BKIIOYAS
TaKWe KIMHWYCCKHE TIPOSBICHUSA, KaK TOJIOBHBIC OOJIM, S3BBI B TIOJIOCTH pTa H
TCeHUTAINN, y370BaTas dpUTEeMa, MyCTYJbI, apTpairHus, apTpUT, OOJM /TOITHOTA B
YKUBOTE/ PBOTA, MUIIEBAPUTEITHLHOE KPOBOTCUEHHUE, TJIA3HBIC CUMIITOMBI, HAPYIICHHE

paboThI LEHTPATBHOW HEPBHOM CUCTEMBI U MOPAXKEHHUE KPYMHBIX COCYNI0B [9, 57, 60,

103, 126, 151].
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1.4. CoBpemenHas cTpaTterus Jedenust 0ose3nun bexuera

CoBpeMeHHas cTpaterus jedeHus bb ompenensercs cTemeHbl0 MOpaKeHUS
OpraHoB, (P€HOTHIIOB, TSKECTHIO M HAJTMYUEM MPOTHOCTUYECKHX (pakTopoB [22, 43, 44,
45, 160].

KoXHO-CTM3UCTBIC TPOSBICHNS OTPAaHUYCHHO BIHSIOT Ha (DYHKIIMH KU3HCHHO
BaKHBIX OpraHoB W oOmiee kadecTBO Xu3HM [/3]. ns nedeHus OOJIBIIMHCTBA
HE3HAUUTEIBHBIX OPAIbHO-TEHUTAIBHBIX OPAXKEHUN MOMKHO MCIOIB30BATh MECTHBIE
KOPTHUKOCTEPOUIBI, KPEMBI, COJIEpXKAIKe JINIOKAaWH, WM CYCIICH3UI0 CyKpalbdara
[45, 123]. B psne wuccrnenoBaHuii pa3pabOTaHbl CXEMbI JICUCHHS TSXKEIBIX HIIH
pedpaKTepHBIX MOPAKESHUIX KOKHO-CIU3UCTHIX o0ojouek bb [43, 44, 45, 52, 73, 92].
B mepedeHb MaTOreHETHMYECKHX CXEM BKJIIOYEHBI KOJIXUIIMH, JATCOH, TaJWIOMUI,
METOTpeKcaT, MpeIHn30H uwiu narepdepon-ansda [47, 51, 83, 93, 106]. B 2019 roxy
JUIsL JIYEHHs $3B B MOJIOCTH pTa npu bb omobpen Anpemuiiact, nepopajibHbIIA
uHrHOUTOp (Qocdoauscrepasbi-4, KOTOPbI okazancs 3(H(OEKTUBHBIM B IMOJABICHUU
s3B B mosioctr pta [60, 63, 112, 193]. MHOrOIIEHTPOBOE MIAIEC00-KOHTPOIUPYEMOE
52-nenenpHOE UCCenoBaHne, B KoTopoe Bouwin 207 mamueHToB ¢ bb, y kKoTOphIX
ObLTM aKTHBHBIE 53BBI (HO 0O€3 TMOpa)Xe€HUsi BHYTPEHHUX OPraHoOB), MOATBEPIUIIO
s¢dekTHBHOCTL ampemuiiacta B jgo3e 30 wmr/2 pasa B jaeHp [58, 63, 212].
Cy1iecTBEHHBIX Pa3IudYril MEXy TPYIIIaMU MO0 CEPbEe3HBIM MOO0UHBIM A dexTam He
HaO0JI0AJIOCh, HO JAMapesi, TOUTHOTA M TOJOBHAsl 0O0JIb Yallle BCTPEUYAIHNCH B TPYIINE
anpemuiiacta. HenaBHue cepun cirydaeB moATBEpAMIHN 3PHEKTUBHOCTH apeMuiacTa
B peaybHOM ku3HU; 0HAKO 28% (7/25) manueHToB NMPEeKpaTUiIN IPUEM alpeMIIacTa
u3-3a mo6ouHbIx 3¢dekror [113, 193, 223]. KomOuHamus anpeMuiIacT-KOJIXHUIMH
TaKKe MOKa3alia XOPOIIe Pe3ybTaThl B HETABHEM O0OCEPBAIIMOHHOM HCCIIECTIOBAHUH
[112]. O6Gnamast xopomuMm mpoduieM 0Oe30macHOCTH 0e3 yBEIWYEHHS dYKcia
WHMEKIMHA W 3JI0KAYeCTBCHHBIX HOBOOOPA30BaHWM, alpeMUIACT MOXKET CTaTh
npernapaToM BTOPOro psifa mocie konxunuHa npu BB [57, 63, 223]. UmMeromuecs
JTAHHBIC HE TIO3BOJISIFOT CJCNIAaTh HHKAaKUX BBIBOJOB O TOM, MPEAOTBpAIIACT JIH
anpemMmiactT uin 3Q(PEeKTUBEH MpU MOPAKEHUHM BUCLEPATbHBIX NposiBieHuil bb, u
TpeOyeT NATbHEUIIINX UCCIIeIOBAHUN.
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HecMoTpst Ha IPOTHBOPEUHBBIE PE3YIbTATHl KOHTPOJIMPYEMBIX HCCIICOBAHUH,
KOJXWIIMH caM 1O cebe¢ WiIM B COYETAaHWW C KPATKOCPOUYHBIMU MECTHBIMH
rimokokoptukongamu (I'K) cuuraercs cpeicTBOM MepBOi JTMHUM JIJIS JICUCHUS SI3B B
MIOJIOCTH PTa / TCHUTAIANA U Y3JIOBBIX KOXKHBIX MPOSBICHU B IIOBCETHEBHOM NIPAKTUKE
13-3a ero 0€30MacHOCTH U IEPEHOCUMOCTH. AHATOTHYHBIM 00pa3oM, «Pexomenpanuu
EULAR 2018 no Benenuto bb» mpemnarator mectHoie ['K/komxuiiuH B kadecTBe
MIEPBOY JIMHUY JICUCHHUS 3B B TIOJIOCTH PTA/TCHUTAIINHN, MAITYJIOMYCTYJIE3HBIX U aKHEe-
noA0OHBIX TMopaxkeHuh [57, 166]. OxHako 3TOT 6€30mMacHbBIN MOAXO0] MPUBOIUT K
HEJIOCTATOYHOMY ITOJABJICHUIO KOXKHO-CIIM3UCTBIX CHMIITOMOB W TI0 HEKOTOPHIM
JTaHHBIM 710 60% 00ciieIOBaHHBIX MALIMEHTOB UMENHU MO KpailHell Mepe OJHY S3BY B
MOJIOCTH pTa B TEYCHUM Mecslla TMOcie Tepalud, YTO CBUICTEIBCTBYET O
«HEYJIOBJCTBOPEHHONW moTpeOHOCTH» [215], W Kak mpaBWIIO, HCIBITHIBAIOT
TUCKOM(OPT M3-3a TOrOo, YTO YACTO BO3HUKAIOT $3BbI BO PTYy NPU MECTHOM
JedeHUnH. XOTs UCCIIEIOBAHUE C TPETApaTOM JIETIO-METHUINPETHU30JI0H HE TTOKA3aJI0
KaKOW-TMOO TOJB3BI TP SA3BE MOJIOCTH pTa/Terutanuid [57, 60, 95], 3HaunTenpbHYIO
rpyniy NaryMeHTOB ¢ S3BaMH MOJIOCTH PTa MOKHO JICYUTH C MOMOIIBIO MEPOPaTHLHBIX
HU3KKX 7103 MpeaHn3010Ha (<7,5 Mr/aeHs) ¢ nepepsiBamu [58, 59, 95].

Cpenu unru6butopoB (axropa Hekposa onyxonu (PHO-a) Toapko 3TaHepIenT
U3yJaJicsl B paHJOMHU3UPOBAHHOM KOHTPOJIHPYEMOM 4-HEJeIbHOM HUCCIEOBAaHUN Ha
naIryeHTax MyXCKoro noyia bb v 3HaYnTEThHO CHU3HIT KOJTMYECTBO S3B B MTOJIOCTH PTa
U Y3JI0BAaThIX 3PUTEMOIOIO00HBIX MOBPEKACHUN O CpaBHEHUIO ¢ muianebo [62, 67].
Heckonbko 00CepBallMOHHBIX UCCIICIOBAHUN U CEPUM CIy4YaeB TaKKe IMOITBEPIUIN
OsiaroTBopHOE BiusiHUE UHTHOUTOPpOB @HO-0 1 ananruMymMada Ha KOKHO-CIIU3UCThIE
nopaxkenus [62, 117]. CormacHo stuM naHHbM, uHTHOUTOpPHI DHO-00 MoOryT
paccMaTpuUBaThCs TMPH  PE3UCTEHTHBIX BapuanTax bb [57, 59, 62]. [pyrue
OWOoNOTHYECKUE areHThl OBUTM M3YYEeHBl B CEPUHM CIyd4aeB y TMAI[UEHTOB C
pedpakrepusiMu cumntomamu bb [57, 60, 61, 62, 123]. B uccnenoBannu Grayson et
al. momHeIM (N=2) uau yacTUuuHbId OTBET (N=3) HaOmromaNCA Y 5 U3 6 MaIMeHTOB C
anakuapoit 200 mr / n1eHs B TeueHue 6 mecsies. [loBemenne anakuapsl 70 300 Mr/cyT

HE MPUBEJIO K JanpHelmemy yinyumienuto [210]. B npyrom ucciienoBanuu ¢ yuactuem
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36 marmeHToB 000CTpPEHUsT BO BpeMs UIUTEIHLHOTO (> 12 MecsreB) JedeHus ObUn
YaCTHIMH U3-32 HeXeNaTeIbHBIX CUMIITOMOB [205]. B IBYX OTKPBITBIX MPOCTIEKTUBHBIX
UCCJIEIOBAHUSX YCTEKMHYMa0, T'yMaHU3UPOBAHHOE MOHOKJIOHAJIBHOE AaHTHUTEIIO,
HarenenHoe Ha MJI-12/1JI-23, okazancs 3¢pGhEeKTUBHBIM IS ICYCHUS 3B B TIOJIOCTH
pTa y namuentoB ¢ bb, ycroiumBeiMu k kosxuiHy [160, 216]. CornacHo apyrum
COOOIICHUSIM,  TOoLMIM3yMa0  Hed(D(PEKTUBEH TpU  A3BEHHO-HEKPOTHUECKHUX
NPOSIBIICHUSIX WM MOXET JaXXe MPUBECTU K MapajoKcajdbHbIM obocTpenusM [123,
124]. B cepun peTPOCHEKTHUBHBIX CIy4aeB COOOINAIOCh, YTO CEKYKHMHYMaO MOKET
OBITH Oe30MmacHbBIM U Y(HPEKTUBHBIM /1JIs JICUEHUS ALIUEHTOB C MTOPAKEHUEM CYCTaBOB
[157]. Onmnako, mepBbIM BBIOOPOM MpH pedpakTEpHBIX s3BaX IOJOCTH PTa TO-
IPEKHEMY OCTAeTCS a3aTUONPHUH, IOCKOJbKY OH TaKXe MOXXET CHHU3UTh PHUCK
NOPaKEHU BHYTPEHHHMX OpraHoB ¢ XopowmuM npoduieM Oe3omacHocTu. pyrue
CUMIITOMBI, TAKUE KaK T€HUTAJIbHBIE S3BbI, (DOJUTUKYJISIPHBIE U y3JI0BbIE MTOPAKEHUS,
aM00 YYBCTBUTEIbHBI K KOJXWUIMHY, AaQHTUOMOTUKAM WJIM HH3KUM J103aM
TIIFOKOKOPTUKOCTEPOUIOB, JIUOO HE PEHUAMBHPYIOT YacTo (a3aTHOMpPUH TpelOyeTcs
penko) [57, 58, 120, 125]. JIeuenue 3B HOT, CBSI3aHHBIX C TPOMOO30M IIYOOKHX BEH
U XpOHUYECKOH apTepuaIbHOMN UIIEMHEH, CIIeIyeT TNIAaHUPOBATh C y4aCTHEM OIBITHBIX
JIEPMAaToJIOTOB U COCYJUCTBIX XHUPYPIrOB, IIOCKOJBKY B HACTOSIIEEe BpeMs
JIOKa3aTelIbCTBa OTPAaHWYEHbI MHEHHUEM JKCIIEPTOB. BapmaHThI JieUeHUS] BKIIOYAIOT
(ocoOeHHO KOra sI3BBI HOT CBSI3aHBI C TAHTPEHO3HOW MHOJEPMHEIi), aHTUOHMOTHKH,
€CJIM MPUCYTCTBYET MHPEKIINA, XUpyprudeckas o0paboTka paHbl UM OKKITFO3UOHHBIC
mepsl [13, 43, 45, 57, 58].

1.4.1. Tepanus riia3HbIX NPOSIBJIECHUI

A3aTHONIPUH WIIN ITUKIOCTIOPUH A SBJISIFOTCS TPATUITMOHHO TIEPBOU TMHUEH JJIst
JICUYEHUsl TJIA3HBIX MPOSIBICHUN, TOCKOIBKY HMX A3((EKTUBHOCTh AJII COXpPaHCHHS
OCTPOTHI 3pCHHS W NPOPUIAKTAKH PEIUINBOB yBEUTa OBLUIH TOATBEPKICHBI B
PaHIOMHU3UPOBAHHBIX KIMHUYECKUX HcchaenoBanusx [45, 82, 114, 164]. Ilpenapat
HEO0OXOJMMO COYETaTh C MECTHBIMU U / WM CUCTEMHBIMH KOPTUKOCTEpOUAAMHU [22,
45, 50, 58, 82, 95]. Psax uccnenoBanmii noareep iy 3pPeKTHBHOCTh UHTEPPEPOHA

anbda (INFa) — kak mmpoko vcrnoib3yemMas ajabTepHATHBA JJIS JICUEHUS TOPAKEHUS
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a3 ipu bb [61, 62, 107, 108]. INFa oka3piBaeT HMMYHOMOIYJIUPYIOIICE NCHCTBUE
Ha bb c¢ mnopaBnenumem kmetok Thl7, yBenmuenumem »skcmpeccun WJI-10 u
BoccraHoBieHreM Qynkuuu Treg [107, 184]. VYcranorneno, uro IFNa addekTrBeH
npu Bcex mnpospieHusx bb u moutu Bce (94%) manueHTH C MOpaK€HUEM TJia3
JOCTUTIIM YacTUYHOM WJIM TOJHOW pEeMUCCUU B TedeHue 2—4 Henenb JICUCHUS
IFNa. YacToTa mojHON pemuccuud OblIa BBIIIE y TAIMEHTOB, MOJy4YaBIIUX OoJjiee
Beicokre (> 3 muH ME) moser IFNa [62, 83, 107, 109]. B nmonrocpodsbIx
MCCJIEIOBAHMSIX C MOCIEYIONUM Habt0IeHueM (B cpeiHeM § JIeT), IO KpaiiHel Mepe,
MOJIOBMHA TMAallMEHTOB C TMOPAKEHHUEM TJIa3 OCTaBaJlaCh B PEMUCCUU B TEUEHHUE 5 JIeT
HaOmoieHus mocie orMeHbl IFNa (00sraHO nipu 2-neTHeM jieuenun) [83, 124, 158]. B
IPOCHEKTUBHOM HENOCPEICTBEHHOM pPaHI0MU3UPOBAHHOM KIIMHUYECKOM
UCCIEeI0BAaHUH, B KOTOpoM cpaBHUBaM [FNa ¢ nuknocnopunom A, IFNo ObL1 styyiie
[0 YacTOTE OKYJSPHON PEMUCCUH, MOAJEPKAHUIO OCTPOTHI 3PEHUS U YIIYUIIEHHUIO
OLlCHKK 3agHero yBeuTa [62, 189]. HemaBHO ObLTHM OMYOJHMKOBAHBI PE3yJIbTaThI
cpaBHeHus [FX u IFNa, nokasbiBaromiye cxoxyro 3 (HEeKTUBHOCTh 000UX MPENapaToB
npu yBeute [83, 109]. EcTh Takke HECKOJIBKO OTKPBITHIX CIIy4aeB, MOKA3bIBAFOIINX
s¢pexruBHOCTS NerunpoBanHoro IFNo nmpu yseute bb [62, 83]. I'punmonomoOHbIe
CUMITOMBI, Jlenpeccusi, JEUKONeHNus, TPOMOOLIUTONICHHSI, aJlONelys U TOBBIIICHUE
YPOBHSI TpaHCaMUHA3 COOOIIAOTCs Kak mooounble rhdextr npu npueme [FNa [50,
61, 62, 189].

AHanu3 nuTepartypsbl mokaszai, 4to uHruoutopsl ®HO-0 mokazanu ycToUYnBbIT
orBeT y 89% mnanueHTtoB c yBeuToM, noiy4aBmux I[FX, u y Bcex mamueHToB ¢
amamumymaba [61, 62, 95, 129]. B nByX paHIOMHU3MPOBAHHBIX KIMHUYECKHX
WCCJIEMOBAHMUSIX COO0MmAnoch 00 3(pGHEeKTUBHOCTH aganuMyMada y TMAalHeHTOB C
HenHpexuuonusiM yBeutoM [96, 111, 129]. EBponeiickuM areHTCTBOM MO OLIEHKE
JIEKapCTBEHHBIX CPEJCTB M YIPaBJICHHWEM IO CAaHUTAPHOMY HAJ30pY 3a KadyeCTBOM
MUIIEBBIX TPOJYKTOB W MEAMKAMEHTOB Ha OCHOBAaHWHM PAaHIOMHU3HPOBAHHBIX
KIIMHUYECKUX MCCJICJOBAHUAX Mpenapar agaauMymada Oblia oJ00peH JJisl JedYeHus
HEMH(PEKIMOHHBIX MPOMEKYTOUYHBIX, 3aAHUX U manyBeuToB [111, 129]. EcTth Taxxke

HEKOTOpbIE MCCIIEIOBAaHMUs, B KOTOPhIX cpaBHUBatOTCs peakiuu [FX u aganumymaba

34



Ha TopaxkeHwe Tia3 npu bb [61, 96, 129]. B MHOTOIICHTpPOBOM OOCEpBAIIMOHHOM
uccienoanuu ¢ yuactueM 160 nanmentoB [FX u aganumymada oka3zaauch OAMHAKOBO
apdexruBabiMu [129]. B npyrom wuccnenoBanuu 177 nanmeHtoB w3 lcnanuwm,
NAIMEeHTHI, MOJyYaBIINe aganuMymada, UMeNH 3HAUYUTENbHO JIydllee YIy4IIeHHe
3peHus, 4em mnamueHTsl, nonydasimue I[FX. OnHako yiydiieHwe B OTHOIICHHUH
BaCKYJIMTa CETYaTKU ObLIO OJJMHAKOBBIM B 00eux rpynmnax [96]. pyrue uccienoanus
noarBepanian 3¢ HeKTHBHOCTL B Oe3omacHocTh [FX [125] u aganmumymada [111] s
JeYeHHs] TopakeHus ria3. Takke BO3MOXHO TmpekpamieHue npuema [FX mocne
pemuccun. B onHom uccnenoBannu 32% cmorau npekpatuth npueM [FX mocne 20
MeCSIIIEB JIeueHUs] U uMmenu juiib 12,5% peruauBoB 3a 38 MecsieB HaOIOCHUS
[154]. B n1ByX wHcciieoBaHUAX TaKKe COOOMIATIOCh, YyTO paHHee Hadano IFX (<18
MecsLeB) npu yseute bb npuBeno k ydimuM pe3yiabTaTaM BoBlieueHus ria3 npu bb
(manbonee ckoppektupoBaHHas octporta 3penus 100%) [118, 146]. Taxxe ectb
JTAaHHBIC, YKa3bIBAIOIIME HAa BO3MOXHYIO 3(G(EKTUBHOCTH  TOLUMUIU3YyMalda,
puTykcuMaba u anemMTy3ymad (TyMaHM3UPOBAHHOE MOHOKJIOHAJIBLHOE AaHTUTEIIO
npotuB CD52) npu pedpakrepHoM mopaxkeHuu Tiaa3 y manueHToB ¢ bb [58, 61, 62,
124].

Takum o00pa3oMm, TmOpakeHHE TJIa3 BHOCUT HaWOOJBIIMA  BKJIaJ B
nporpeccupoBann bb. HecmoTpst Ha pocturnyteie ycnexu B JieueHun bb go 15%
MAIMCHTOB C YBEUTOM HUMEIOT TsDKENyro motepiro 3penus [27, 50, 68, 170]. Hauamno
00ne3Hn B MOJIOZIOM Bo3pacTe (<25 JeT) U MYXKCKOW TOJ SBISIFOTCS OCHOBHBIMU
daktopamu pucka TsokecTH 3aboseBanus [131, 134, 141]. Iloatomy TecHoOe
COTPYIHUYECTBO C OMBITHBIM O(TATEMOJIOTOM HEOOXOIUMO J1JIsl pAHHEH JTUATrHOCTUKH
U Hauajna jedeHus. Bce marmentsl ¢ bb momkHBl ocMaTtpuBarcs oQTaIbMOJIOTOM C
caMOro Hauajla U 4epe3 perysspHble TPOMEXYTKH BpeMeHH B 1-2 roma, naxe 0e3
rJIa3HBIX CHUMIITOMOB, OCOOCHHO B TE€YE€HHE MEpBbIX 5-10 JeT mocie MmoCcTaHOBKH
nuarHosa [27, 40, 141, 170]. CornacHo pexomenaarmsim, EULAR 2018 mo BeaeHwuio
bb, «mobo#t rnazHoi mamueHT ¢ bb ¢ mopaxkeHueM 3agHEro cCerMeHTa JI0JHKEH
neyuthess cucreMHbiMM ['K B coueTaHMM C CUCTEMHBIMH HMMYHOCYHPECCOPAMBI,

BKJIFO49asa a3aTHUOIIPUH, ITUKIIOCIIOPHH A, IFNo uiay MOHOKJIOHAJIbHBIE I/IHFI/I6I/ITOpBI
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®OHO-0. Ecnu y nauueHTa HayaiabHbIA WK PELUIUBUPYIOIIUNA OCTPBIN YIPOKAIOIINN
3peHuto yBeut, pekomeHayrrca [FX wnu INFo B couetanuum ¢ BBICOKMMH J103aMHU
CUCTEMHBIX TIIOKOKOPTHUKOCTEPOUIOB. K CHCTEMHOMY peXKHUMYy MOXHO TaKxKe
N00aBUTh UHTPABUTpEaIbHYI0 MHBEKINIO ['K, 0COOEHHO B OAHOCTOPOHHHUX CIIydasiX
[57, 137]. Y manmeHTOB ¢ H30JMPOBAHHBIM IEPEIHUM YBEUTOM MECTHBIC arcHThI
yacTo  OBIBAIOT  MOJIE3HBIMH, HO CHUCTEMHBIE HUMMYHOCYIPECCOPHI  MOTYT
NOTpe0OBATHCS NPU HAIIMYWY TMIIONTMOHA WM, KOT/1a TAMEHThl UMEIOT BBICOKUI PUCK
MIPOTPECCUPOBAHUS TJIA3HOTO 3a00JieBaHMs (MOJOJbIE MAMEHThI MY>KCKOTO TI0JIa C
paHHHMM HavaJioM 3a0oseBanus )» [57, 58, 61, 62].

1.4.2. Tepanusi ahpTO3HOTO CTOMATHUTA

PerynspHas rurueHa I1IOJIOCTA pra W MECTHOE JICYEHHE  SIBIISIIOTCS
NPEANOYTUTENBHBIM MOAXOAOM JJII YMEHbLIEHUsI TUCOAKTepruo3a U CTa0MIM3aluu
Cpelbl IIOJIOCTH PTa, JJI YCKOPEHMsI 3a)KUBIICHUS $13B U CHWKEHHS aKTUBHOCTHU
3aboneBanus. JKuakocts 1 nosnockanus pra (Triorasol) monoxurenabHO BIMSET HA
XapakTep S3Bbl B IOJIOCTH pPTa M KAueCTBO MKU3HM B TEeUeHHE 6 MecsueB
ucnoip3oBanus. OnojackuBareidb Al pTa yMEHbIIAaeT O0JIb M OUYMIIAET SI3BbI B
teuenue 10-14 nHei, u ero cieayet MpoaokaTh B KPATKOCPOYHOM MEPCIEKTUBE 10
TE€X TMOp, IMOKa $3Bbl HE MpeKpararca. DPPEKTUBHOCTb 3TOM KUIKOCTH IS
MIOJIOCKAHUS PTa BBIIIE 10 CpaBHEHUIO ¢ OeTameTazonom npu bb [179, 196, 219].

AHTHOMOTHUKY TaK)Ke UCIIOJIb3YIOTCS 15l OOPBOBI C I3BOM M KOKHO-CITU3UCTHIMU
MOPAKEHUAMH, OCOOCHHO TIpHM HMHGPEKIIMOHHONW JTHOJOTUU, OCOOEHHO TIpHU
cTpenTOKOKKOBBIX MH(Meknusax [110]. MUHOIMKIIMH OKa3bIBaCT YMEPEHHOEC BIIHMSIHHAC
Ha AaKTUBHOCTh $3Bbl B MOJOCTH pTa. KpoMe TOro, mpum HCHOIB30BAHMM 3TOrO
anTuOnMoTuka ymenbwatorcs oTBeThl WMJI-1B m MJI-6 MoHOHYyKIEapHBIX KIETOK
nepudepruueckol KpOBH, CTUMYJIMPOBAHHBIE CTPENTOKOKKOBBIM aHTUTeHOM [32, 34,
173, 179]. B apyrom uccieoBaHuu ObLJIO0 0OHAPYKEHO, YTO KOJIXHUIIMH B COUETAHHH C
porIIaKTHIECKUM OCH3aTHH-TICHUITMUTMHOM 3(()DEKTUBEH B CHIKEHUU YaCTOTHI U

MPOJIOJIKUTEIBLHOCTH SI3B BO PTY MO CPAaBHEHUIO C KOJIXUIIMHOM B OTAEJIbHOCTH [173,

187].
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Makposnuapl - eme OOWH  TEpaleBTUYECKMM  BapuaHT M3-3a KX
UMMYHOPETYJIITOPHOTO M QHTUMHUKPOOHOro  jaeicTBUsA. OHM  HAKaIUIMBAIOTCA
BHYTPHUKJIETOYHO U MEpEeHOCITCs HelTpoduaamu B o0nacTs Bocnanenus. [Ipumepom
ATOTO SIBJISETCA a3UTPOMHIIMH, KOTOPBIM YMEHBUIWI BpeMs 3axkupieHus [187] u
kosimdectBo 3B B mosioctd pra [110]. Xopoias rurueHa MOJOCTH pPTa TaKKe
COKpaTHJia BpeMs 3aKHUBJICHHUS M COKpATHUJIa HAKOIIJIECHUE MUKPOOHOTO HajleTa BOKPYT
3yooB. bonee  Toro, ycunenwe IL-10-0TBETOB  MOHOHYKJIEApHBIX  KJIETOK
nepudepruueckol KpoBU MOCIE JICYSHHS BbIIIE, YEM YPOBHHU B MEPUOA O JICUCHUS
[187]. Kpome Toro, BHyTpHKIeTOUHbIC 0TBeTh IFN-raMmma MOHOHYKIJICAPHBIX KIETOK
nepudepudeckoid kKpoBH Ha S. sanguinis momamistorcss [110]. Otu  pesynbraThl
00YCJIOBJICHBI HMMMYHOMOYJIMPYIOIIUM JeicTBHeM asuTpomuimaa [110, 187].
Hurtepecno, uro MUJI -10 maenTuduuupoBaH Kak JIOKYC YyBCTBUTENbHOCTH K bBb B
UCCIIEJOBAaHUM acCOLIMallii Ha ypoBHE Bcero reHoma [184], pesynapTaTsl KOTOPOTO
AT KIKY K PpasrajJke NOJSPU3ALMH IPOTUBOBOCHAIUTEIBHOIO LMTOKMHOBOIO
orBera [200]. Anpemumnact kak Oyokatop (ochoamdcrepaspl-4 KOHTPOIHUPYET
aKTUBHOCTb SI3BBI B IMOJIOCTH PTa U CHUKAET OOJIb MPH sI3BE TIOJIOCTH pTa 1pu bb myTem
MOAYJISIUMU BOCHAIUTENbHBIX MyTel. JINKBUIauus s13B B MOJOCTA PTa HAUMHAETCS B
TEUYEHHE MIEPBOM Hemenu teueHus [212, 223].

1.43. QOco0eHHOCTM Tepanmuu TMOpPa’KeHHE ONOPHO-ABUTATEIbHOIO
annapara u cocyJ10B

ApTpuT 00BIMHO jeunTcs KojxuimHo M [22,93, 106]. Jlns oOmerdyeHus
CUMIITOMOB MOKHO HCIIOJIb30BaTh KOPOTKHME KYPChl KOPTHUKOCTEPOMAOB HIIU
HECTEPOUIHBIX MPOTUBOBOCHANUTENbHBIX TpenaparoB (HIIBII). [Ins nmauueHToB C
JUTUTEIbHBIMA ~ WJIM  4YacTO BO3HUKAIONIUMHU TPUCTYIIAMH, PE3UCTCHTHBIMU K
KOJIXMIIMHY, MOXHO pPacCMOTPETh BO3MOXHOCTb IPUMEHEHHUs CcyJb(pacaia3una,
azaTronpuHa, antraronuctoB ®HO-o unu uatrepdepona annda [50, 62, 107, 156]. [Tpu
NOpaXeHUH apTepHil peKOMEHIyeTcs UKI0(ochamMua BMECTE C KOPTUKOCTEPOUIaMU
[50, 164]. JlaHHbIC HEKOTOPBIX HMCCICAOBAHUN HE MOATBEPKIAIOT HCIIOJIb30BAHHE
AHTHKOATYJITHTOB, AHTUTPOMOOLMTOB WU (UOPUHOIUTUKOB Yy TMAIMEHTOB C

tpoM6Oo30oMm [192, 211]. Cornacho pexkomenaiusam, EULAR 2018, I'K u iiurocTaTrkm,
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TaKhe KaK a3aTHONPHWH, MUKI0(ochamMua mim MUKIOCIOpruH A, peKOMEHIYIOTCS IS
JedeHus ocTtporo Tpombo3a rTiyobokmx BeH (TI'B) mpm bbb [50, 51,
60]. MonoknonaneHbie  UHTHOMTOpEI ®DPHO-00 MOryT OBITH PAacCMOTPEHBI Y
pedpakTepHBIX MAMEHTOB. /{7151 TeYeHnsT apTepraIbHBIX aHEBPU3M W/WIIA OKKITIO3UU
pekoMeHytoTes nukiodochamun u Beicokue 1036l ['K. B kauectBe 0611ero noaxoaa
B NIOBCEJIHEBHOM MPAKTUKE ISl JICUEHUSI OMACHBIX JJIS )KU3HU COCTOSTHUM, TAKMX KaK
aHeBpU3MBI JIETOYHOW apTtepuu u cuuapoMm banna-Kuapu, ucnomssytorcst Oonee
arpeccruBHbIC METUIIMHCKUE METO/IbI JICUCHHUs, BKITtouas nukiodochamua u ynapasie
1036l 'K, AHTHKOArynsiHThl OOBIYHO HE PEKOMEHAYIOTCSA M3-3a PUCKA CMEPTEIBHOTO
KPOBOTEUCHHMSI N3-32 COCYIIECTBYIOIICH aHEBPU3MBI JICTOUHOM apTepuH [5, 11, 18, 57].

1.4.4. Jleuenue Helipo-00.1e3Hb bexuera

HeBposornueckue  mopakeHUsl: TPU  NAPEHXUMATO3HBIX  MOPAXKEHHUAX
UCIIOJIB3YIOT KOPTUKOCTEPOUIbI, a3aTHONIPUH, HUHTEp(DepoH anbda, mukiopochamus,
MetoTpekcaTr win uHbmukcumad [50, 51, 124, 147, 207]. Cnemyer wu3beraThb
Ha3HAYEHHUs LMKJIOCIopruHa nanueHtam c¢ 3aboneBanueM LIHC, B Buay moOOYHBIX
JICHCTBUH, MPU YCIOBUU OTCYTCTBUS mopakeHus ria3 [106, 148]. V GonbHbix ¢ Bb
HEBPOJIOTUYECKUE MOPAXKEHUS MPOSBISIOTCS JUOO0 B BUJIC MOPAKECHUS MAPEHXUMBbI
Mo3Ta, TM00 TPOMO030M IepeOpaaTbHOI0 BEHO3HOTO cCHHYyca. Bmecte 06a Tuma BMecTe
PEIKO BCTPEUAOTCS Y OJTHOTO M TOTO ke narenTa [85, 91]. B cinydae, ecinu nmanueHTy
MOCTaBJIEH JUAarHo3 TpoM003 LepeOpallbHOrO0 BEHO3HOIO CHUHYCa, TO €ro CIEIyeT
oOcieoBaTh Ha MPEIMET JAPYTHMX COCYAUCTBHIX IMopaxkeHui, ocobeHHo Ha TI'B,
MOCKOJIBKY Yy OTHUX TAIUEHTOB YacTO TMPUCYTCTBYET HSKCTPAHEBPOJIOTUUECKOE
nopaxenue cocyzaos [84, 85, 192, 211].

KonTponupyempix uccieloBaHUN MO JICUEHUIO HEBPOJOTMYECKUX HAPYLICHUMN
npu bb He mpoBoaunock. CornacHo pekomennamusam, EULAR 2018, azatnonpun u
eXeIHEBHBbIC BHYTpUBEHHBIE TynbcoTepanuu ['K (10 7 nHeil) 0ObIYHO HAa3HAYAIOT B
KaueCcTBE Tepanuu NMEepBOM JIMHUU NIPU OCTPOM NOpakeHUsl napeHxuMsl. [losBisercs
Bce OOJIbIlIe TaHHBIX, YKa3bIBalOmMX Ha 3@dektuBHOCTh Kak IFX, Tak u ADA npu
pedpakrepuoit HBb [57, 117, 147]. Uaru6utopsr ®HO-a ciexyeT HCIob30BaTh ISt

PELUUIUBUPYIOMINX WM pePpaKTEpHbIX MAIMEHTOB M IMAIMEHTOB C XPOHUYECKUM
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MPOTPECCUPYIOIIUM  HEBPOJOTMYECKMM  mnopaxenueM. [Ins  neuenus  HbBb
pexoMeHaytoTcs ['K B BBICOKMX J03aX M KOPOTKUI 6-MECSUHbIN KypC aHTUKOATYJISALINH
[11, 57]. AsatnonpuH JOJDKEH OBITH MpemapatoM IIEPBOrO  BbIOOpa IS
TIOJIICPKUBAIOIIEH Tepanuu y 3Tux nanueHtoB ¢ HBb [27, 45, 62].

BuytpuBenHoe BBeneHue (Iysibc-Tepamnus) uukiodochaMuga B TeUEHUE
NEepPBOT0 rojia HaOIOJIEHUS, KOTOPOE CUYUTAETCS BApUAHTOM IEPBOM JIMHUU TpU
nepeuuHoM Backynute [[HC, npuBeno k Oonee HU3KON 4acTOTE€ HEBPOJOTHUECKUX
PELUIUBOB 0 CpaBHEHHUIO C azatuonpuHoM. OnHako, mocie 10 jeT HabmoAeHUS
paznuunii Mexay uukiogochaMuioM B/B MyJbC U a3aTUONPUHOM HE HAOIIOJAN0Ch
[137, 164, 165]. Mera-ananu3 oOCEpPBAallMOHHBIX HCCIICIOBAHUI ITOKa3al, dYTO
LIUKJIOCTIOPUH A YBEJIMYHMBAET PUCK HEBPOJOTMYECKOTO MOPAXKEHUS Y MAIUEHTOB C
yBeuToM. Takum odpazom, EULAR pekomenayet uzberats nukiocnopusa A npu bb
C HEBpOJIOTMYEeCKMM mopakeHuem [165]. B HeOompmMX peTpOCIEKTHBHBIX
UCCJICIOBAHMUSIX TOIMIIN3YyMa0 Takke OblT omucaH Kak 3(G(EKTUBHBINA BapHaHT
JCUCHHUs Yy TAIlMeHTOB C pedpakTepHbIM HeripooexueTtoM [124, 207]. Ectb Takxke
HECKOJIbKO CIIy4aeB COOOIICHUS 00 s¢pdexTuBHOCTH BHYTPUBEHHOT'O
UMMYHOTJIOOYJIMHA ¥ pUTyKcuMaba nipu Helipobexyere [115, 176].

1.45. MennkaMeHTO3Hasi Tepanusi NOPaKeHHE KeJTYT0YHO-KHIIEYHOIrO
TPaKTa

[Toxxobl K JICUSHHIO KETYJOYHO-KUIIIEYHBIX 3a00ieBanuil pu bb ocHOBaHbI
Ha PETPOCTIEKTUBHBIX OOCEPBAIMOHHBIX WCCICAOBAHUSIX WJIH HDKCTPATOJIAIIHSIX
UCCJIEOBAHUM  BOCHAJIMTENbHBIX  3a00JIeBaHUM  KHUIIEYHHUKA,  ITOCKOJIbKY
KOHTPOJMpPYEeMbIX ucciienoBanuii  wHer [84, 87, 136]. IlpousBomnbie 5-
aMUHOCATUIIMIIOBOM KCIIOThI ¢/6e3 'K mpeararoTcst B kauecTBe BApUAHTOB JICUCHUS
NICPBOM JIMHUU TIPH JIETKOM TOPaKeHUHU XKelrypouHo-kuineynoro tpakra (JKKT) mpu
bb [87, 89, 156]. A3aTnonpuH HCTIOIL3YETCS B KAUECTBE TEPANUK MEPBOW JUHUU B
O0onee yMEPEHHO-TSDKEIBIX CIydasX W B KayeCTBE AaJIbTCPHATUBBLI MAIUCHTAM,
PE3UCTEHTHBIM K TIPOU3BOIHBIM S-aMHHOCATUIIMIOBON KUCIOTHI [156]. A3aTtnonpun

TaK)Ke CHIDKAST PUCK PEIMINBA MTOCIIe XUPYPIHUSCKUX BMemareabcTs [60, 87].
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B OTKpBITOM HEKOHTPOIMPYEMOM HCCIEAOBAHUM C YYACTUEM MALUEHTOB C
pedpakrepasiM mopakenrneM JKKT agamnvymaba nprBena K yiaydieHUI0 CAMIITOMOB
U CHIDKEHUIO PE3yJIbTaTOB HYHJIOCKONWYECKUX MCCIEIOBAaHUN Y OOJIBIINHCTBA
narueHToB. [lomHas pemuccust Obuia mocturHyta y 20% mammeHToB mocie 52-
HenenpHoro HaOmoaenus [96, 111, 129]. B npyrom oTkpeiToMm uccienoBanuu [FX
BBI3bIBAJI KIIMHUYECKOE YIIYUIIIEHHE U TPUBOJAWI K CHUKEHUIO MAPKEPOB BOCTIAJICHUS
B TeueHue 2 Henenb [148]. MHorue cepun ciiydaeB moATBepAWIH, uTo jeueHue [FX
WK ajaiiMyMada IpUBOAUT K JOCTIXKEHUIO MTOTHOM pemuccuu 20-64% y maiueHToB
¢ pedpakrepusiM mopakerrnem JKKT [161, 162, 224]. Jlannabie 06 narnouposannu IL-
1 u IL-6 nis nedeHust 3TOTO MPOSBICHUS OTPaHWYEHBI OMUCaHusIMHA ciydaes [88, 116,
205].

N3-3a Pa3HOOOpa3HBIX MIPOSBICHUM bb 1EJIECO00pa3HO
MEXIpPO(PEeCcCHOHANBHBIN TMOAX0J] C ydyacTHUEeM KOMaHJIbl Bpadeil, cocTosias u3
odTasbMoOJIOTa, PEeBMATOJIOra, TEpaneBTa, KapJuoJiora, HEBpOJIOra, JIepMaToJiora,
COCYJIUCTOTO XUpYypra u ractpodHTepoJiora. Jleuenne bb TpeOyer oT Bpaya BHICOKOTO
npodeccuoHanM3mMa M HalpaBiIeHO Ha MPEIOTBPAIICHHUE MOPAKEHUS BHYTPECHHHUX
opranoB. I[lomumo KOpTHUKOCTEpOUAOB, TalMeHTamM ¢ bb HeoOxomumsl Jpyrue
MIPOTUBOBOCHAIIUTEINIbHBIE WM UMMYHOJIETIpecCaHThl. CyIIeCTBYET BCETO HECKOJIBKO
PaHIOMU3UPOBAHHBIE KIMHUYECKHE HcclieoBaHus 1o bb, B OCHOBHOM ITPOBOJAMMBIX
y HAIUEHTOB C MOPAXKEHUEM CIIM3UCTHIX, KOKHBIX TOKPOBOB W/WJIH TJIa3.

PannomMusupoBaHHble  KIMHUYECKHE  HCCIEIOBAHUS IO  COCYIHUCTBIM,
HEBPOJIOTUUECKUM u KEITYT0UYHO-KUIIIEYHBIM 3a00JIeBaHUSIM HE
MPOBOJMINCE. ANPEMHIIACT TENEph MPU3HAH HOBBIM Oe30mMacHbIM U 3(P(HEKTUBHBIM
CPEICTBOM JICYCHHUS SI3B B 10JI0CTH pTa U omo0pen FDA [63, 212, 223]. Azatuomnpux
MO-TIPEXXHEMY SBJISIETCS TTPEnapaToM MEPBOro psijia Kak Mpu 3a00J€BaHUM OCHOBHBIX
OpPraHoB, Tak W MpH pedpaKTepHOM MOPaKEHUHU CIM3UCTHIX oOojodek [73]. Ilpu
pedpakTepHbIX 3a00JEBaHUSX TJ1a3 U COCY/IOB JIOJITOCPOYHBIE MCCIIECIOBAHUS TAKXKE
noatrBepauian 3pdekTuBHOCTh M Oe3omacHocTh I[FNoa. Ecte MHoroo6Gemarornive
pe3yNbTaThl MPUMEHEHUS! aHAKUHPHI U YCTEKWHYyMaba il JiedeHusT pepakTepHbIX

KOXKHO-CIIM3MCTHIX 3a0oineBanuii [83, 205, 206]. Marubutopsr NJI-1 u Tonumuzymad
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MOTYT OBITh AJIETEPHATHBOM MalUeHTaM ¢ pedpakTepHbIM OpakeHneM ria3 [61, 116,
124, 205, 206]. anpHeiinme paHAOMU3UPOBAHHBIE KOHTPOJIUPYEMbIE UCCIICAOBAHUS
C OHMOJOTMYECKUMH areHTaMH HEOOXOAMMBI Ui OLEHKU JPPEKTHBHOCTH,

0€30MacHOCTH U ONTUMAIbHOU MPOIOJKUTEIBHOCTH JieueHus pu bb.

1.5. IIporuo3 u ocjoxuenusi bonesnn bexuera

Peannu ceronHsmHero aHs TakoBbl, 4TO bb Henszneunma u mioxoil MporHos3, u
Oonee BBICOKAsT CMEPTHOCTBH, CBSI3aHBI C MYXKCKMM TOJOM U 0oJjiee MOJIOABIM
BO3pacToM Havana 3abosieBanus [167]. OCHOBHBIC MPUYHHBI CMEPTHOCTH BKITFOYAIOT
pa3phIB JIETOYHBIX U MEepU(EpUYECKUX AHEBPU3MOB, a TAKXKE HEBPOJIOTUYECKHE WU
JKETyI0YHO-KUIIIeUHble 3a0oiieBaHus. llopaxkeHue mouek, OCOOCHHO aMUIIOU03,
TaK)K€ MMEET HeOJarompusTHeIM mporHo3 [5, 155, 167]. Omnako Gonee y 60%
MalMEeHTOB HACTYNAET PEMUCCHS], KOTOPasl CBsA3aHA CO CBOEBPEMEHHOM AUArHOCTUKOM
W aJiekBaTHOU Teparmu [5, 11, 73, 182].

IToMmuMO MOBBIIEHHOW CMepTHOCTHM, bb cBfi3aHa C  HECKOJBKUMU
MOTEHIIUAJIBHBIMU TTOKU3HEHHBIMU OCJIO)KHEHUSIMH, OOJIBIIMHCTBO U3 KOTOPBIX
SBJISIIOTCSL  PE3yJIbTATOM TMOPAXEHUsI TJla3 Wid Mosra. [lanMeHThl ¢ yBEUTOM,
CBSI3aHHBIM C TUIIONTMOHOM, U TIOPAKEHUEM CETYATKH UMEIOT BBICOKUN PUCK CIICTIOTHI.
Pa3pbIB aHEBpU3MBI KODOHAPHOM WM JIETOYHOM apTepUH TaKkxke cBsA3aH ¢ bb, koTopas
COIIPSDKEHA C BBICOKUM PUCKOM CMePTHOCTH. Erte o1HO ocnoxHenue bb — yuamenue

BI)IKI/II[I)IHICﬁ H3-3a BACKYJIMTA IIAICHTHI.
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I'naBa 2. MartepuaJ u MeTOAbI UCCJIETOBAHMS

2.1. O0masi XapakTepucTUKa 00CaeI0BAHHBIX 00JIbHBIX

Hamu nipoBesieH aHanu3 MEAUITMHCKON JOKYMEHTAIUs O0IbHBIX C ITOJ03PEHUEM
Ha bb, koToprie ObuM HampaBieHBI B peBMarojorudeckoe otaenenue ['Y HMI[ PT
«IIIndoodaxmm 3a mepuoxa 2014-2022 rr. Peemaronoruueckoe otaenenue 'Y HMI[ PT
«IlInpobdaxuny sBASETCS SAMHCTBEHHBIM IICHTPOM, KyJia HAIIPABJISIFOTCS MTAIUEHTHI CO
BCEM CTpaHbl C IMOJ03pEHMEM Ha auarHo3 bb u ocmarpuBarTCAd TIaBHBIMU
CIelUaIMCTaMu B 00JIacTH peBMaTojoTuH. J[M3aliH mcciaeqoBaHue IMpeCcTaBlIeHa B

pucyHke 2.1.

| Tan

AHAJIW3 MeTUIIMHCKON TOKYMeHTAIu 00JIbHBIX ¢ ogo3peHueM Ha BB (n=101)

* CHEUAIbHOCTU HAMpaBJISIOIIETo JIeYalllero Bpaya

* CpPOKH OOpaIIeHus K peBMaToIory

* CUMIITOMBI ¥ KIIMHUYECKUE MTPOSBIICHUS

* CpaBHHUTENbHAS XapakTepucTrka 601bHBIX ¢ bb 1 6e3 bb

Il 3Tan

IpocnekTuBHOE HccenoBanue 60abHBIX ¢ BB (N=62)

* KJIMHHUKO-JeMOTpaduyuecKasi 1 STHHYECKas XapaKTepUCTHKA
* KJIMHUYECKUE (DEHOTUIIBI B 3aBUCUMOCTH OT I0JIa
* UMMYHOJIOTHYECKHI cTaryc 00bHBIX ¢ BB (n=26)

11 3Tan

OuneHka HEKOTOPBIX BHLEPAIbHBIX NposiBieHul 00/1bHbIX ¢ BB u pa3padorka
aJIrOPUTMA JHATHOCTHKH

* KJIMHHYCCKAs U HHCTPYMEHTAJIbHAs XapakTepucTruka 6onsHbIX ¢ HBB (N=28)
* BapHaOEIbHOCTB cepleuHoro purma (N=22)
* pazpabotka anropur™a nuarnoctuku bb agantupoBannbix B PT

Pucynok 2.1. - /lu3aiiH uccjaeq0BaHus

CoryacHO 3ajayaM HCCIEJOBaHUS, HAa IIEPBOM JTal€ HAMH MPOBEIECH
PETPOCIIEKTUBHBIM aHAIU3 MEIULUMHCKOW JOKYMEHTAlMHM (JaHHbIE NALUEHTOB),
HaIpaBJIEHHBIX B KIMHUKY C MpeBapUTEIbHbIM Auarno3oM bb 3a nepuox 2014-2022

rr. Kputepusimu BKIIIOUCHHsI ObUTM TIEPBUYHOE HAIpaBIIEHUWE OT Bpayeil W IMOJHBIC

42



3aMKCH O TIOCTICAYIOIEM HaOII0CHUH, IO KpailHel Mepe, I0 TeX Top, MOKa JHarHo3
He Oy/IeT MOJTBEPK/ICH W UCKITIOUYEH.

Bcero nmoaseprimcek aHanu3y MeauiinHCKas JokyMeHTarus n=101 GoJIbHBIX, C
nomo3penreM Ha bb. beuta cobpana nadpopMaIys o CrernuaIbHOCTH HAMPABIISIONIETO
JieYaIiero Bpada, CpoKH OOpallleHHus K PEeBMaToJiory, aeMorpaduyecKkue TaHHBIE,
BKJIIOYasi BO3PACT, MOJ U ATHUYECKYIO MPUHAJICKHOCTh. BbUI MOJYYEH IOJHBIN
aHaMHE3 TEKYyIUX CHMIITOMOB, KOTOpPbIE BKIIOYAIW (EHOTHUI, TDKECTh U
MPOJIOIKUTEILHOCTh CUMITOMOB, a TakXe ceMelHbld aHamHe3 bb. OOmas
XapakTepUucThKa o0cieayeMbIX OOJIbHBIX € Mojo3peHueM Ha bb mpeacrtaBieHa B

tabmure 2.1.

Ta6nmuma 2.1. - OO0mas XxapakTepucTHKA 00cjeqyeMbIX MANMEHTOB C

noao3peHueM Ha 6ose3nb bexuera (n=101)

IMoka3aren Abs %
Kenmmnu 54 53,5
My 4uH 47 46,5
Cpenuwuii Bo3pact, et (M+m) 32,4+12,8
UMT, kr/m? (M£m) 27,24+4.5

B  mocneacTtBuM < Bce  MAUMEHThI  ObUIM  OOCIEIOBAaHbI  TPYMIION
MYJIbTUAUCHUIUIMHAPHBIX JKCIEPTOB, BKJIOYAs PEBMATOJOTOB, JE€PMATOJIOTOB H
odranbmonoroB. Becem marmentam Obut mpoBeneH Tect Pathergy. Kpurepuu ICBD
UCIIOJIb30BAIMCH JIJISl JMArHOCTUKM / MCKIOYeHHs Bb, mpu 3ToM marueHThl ObLIH
pasneneHsl Ha aBe rpymnbl (¢ bb u 6e3 bb), koTopeie BriocaeACTBUM CpaBHUBAIINCH.

Bropoii 3Tam pa®oThl BBIMOJHEH B JW3allHE TMPOCTOTO, OTKPHITOTO,
KIIMHUYECKOTO TMPOCHEKTUBHOIO, CPAaBHUTEIHHOTO UCCIEAOBAaHUS, B KOTOPOM
M3YYIUCh KIMHUYECKHE OCOOCHHOCTH mposiBieHus bb ¢ yuérom mmurtenpHOCTH
0oJne3HH, Moja U BO3pacTa, Pe3yJbTaTbl MMMYHOJIOTMYECKOTO aHalu3a, a TaKkKe
HEBPOJIOTHUYECKHUE MPOsiBIICeHUs. KpuTepuun BKIIOUEHHS TAIIMEHTOB B UCCIIEAOBAHUE:
1. Bo3spact 18 net u crapiie;

2. YcraHoBieHHbIH auarHo3 bb, cormacHo KpuTepusiM, pPEKOMEHJOBAHHBIM K

IMPaKTHYCCKOMY HCIIOJIB30BaHHUIO KJ'IaCCI/I(I)I/IKaI_[I/IOHHBIM KpUTCpUSAM
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MesxyrapoaHo# rpymnmsl o uzydenuto bb (ISGBD) 1990 r. u MexmyHapoTHbIM
kpurepusim bb (ICBD) 2014 r.
Kpurepuu uckitoueHus:
Caygan npoctoro ahpTo3HOIO CTOMATHUTA;
Bupycusie renatutel B, C u BUU-undexuus;
TyOepkyne3 J1erkux B aHaMHE3E;

bepeMeHHOCTS;

A A o

BupycHas uin 6aktepuanbHas HHPEKIus.

bonpHble 1O HEOOXOAUMOCTH (IIpU  MOPAXKEHUH  OPraHOB-MUILECHEN)
KOHCYJIbTUPOBaHa y3KMMH CIIELHAIUCTAMU - O(PTAIIBEMOJIOTOM, 1E€PMAaTOBEHEPOIIOTOM,
HEBPOMNATOJIOTOM, KapJAHOJIOTOM U JIp.

M3 101 manpaBuBIIMX OOJIBHBIX C MOAO3peHHEM Ha bb kpuTepusMu BKIIOYEHUS
COOTBETCTBOBAJIM B 00MmIel ciokHocTu 62 mamueHtoB ¢ bb, HaOmiomaBmiuxcs B
ycnoBusx pesmarojiornaeckoro otaencHus I'Y HMII PT «Illudoobaxm ¢ 2014-2022
IT. ¥ 4acTh OOJIbHBIX HabMoAanacs amoynaropHo ¢ 2017 nmo 2022 r., cpeaHuii Bo3pact
—31,2+10,2 roxa, meauana anutensaocta bb — 67,2 [26,0; 164,0] mec (okouto 6 jer).
Bce manueHTh COOTBETCTBOBAHN KIACCH(UKAIIMOHHBIM KPUTEpUSIM MeXTyHapOTHOU
rpynnel 110 u3ydenuto bb (ISGBD) 1990 r. u MexnynapoausiM kputepusim bb
(ICBD) 2014 r. ITo unnexkcy BDCAF (Bechet Disease Current Activity Form) —
ONpeeNsiach CTENEeHb aKTUBHOCTH. M3 oOmiero konuuectBa OOJIBHBIX MYXYHHBI
npeo0ajand U COOTHOLIEHUE MYXYMH U KeHIMMH cocTtaBwio 38 (61,3%) na 24
(38,7%). Cpennuit Bo3pact MyxuuHbl — 30,249,15 npotur 32,7+10,2 y >KEHIIUH.
He6rot 3aboneBanus y Mmy>kunnbl 20,2+9,25 npotus 21,9+10,9 y xennun. Meauana
nutenbHoctd bb y myxuun 61,8 [26,0; 148,0] mecsiiie (okoio 5 net) npotus 72,4
[30,0; 164,0] mecsiieB (0koy10 6 JIET) Y KEHITUH.

Nmmynnsiit otBer Thl urpaer Baxknyto ponb B natoreHe3e bb. Cerogns ne
BBI3BIBAECT COMHEHUS, YTO YPOBHU dKCIpeccuu KiIeToK Thl u poaCcTBEHHBIX IUTOKMHOB
CBsI3aHBI ¢ akTUBHOCTBIO bb. Mccnenosanus mokasanu, uro gacrtora Thl-kieTok u ux
IIUTOKHHOB U (hakTopa TpaHckpumuu T-bet Oblia 3HAUNTENBHO BBIIIE Y MAIMEHTOB C

akTuBHbIM bb, 4Wem y mnaunumeHtoB ¢ HeaktuBHbIM bb. Ilpenmosaraercs, 4to
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JTUCPETYJIALMS aJalTUBHON UMMYHHOU CUCTEMBI C YBEIMYEHUEM MPOBOCHATUTEIBHBIX
UTOKHMHOB CIIOCOOCTBYET Pa3BUTHUIO BOCHIAIUTEIbHBIX CHMIITOMOB Y anueHToB ¢ bb.
AnlanTUBHas MMMYHHasi cuctema coctouT u3 T- um B-kierok. C nenbio u3ydeHus
MMMYHHOIO CTaTyCca, HaMHM M3Y4Y€HO COCTOSIHMA HMMMYHUTETa M IIOKa3arTelen
IUTOKUHOB y 26 OonbHbIX ¢ bb. B kauectBe rpymnmbl cpaBHEHUS! HCClEOBaHbI 15
MPAKTUYECKU 30POBBIX JIUII.

Ha Ttperbem »3Tane wuccinenoBaHHs HM3Y4YEHBl HEKOTOPBIE BUCLEPAJIBHbBIC
nposieiieHuss bb. Cpenu 62 mnanuentoB ¢ Bb, ocMmoTpeHHble HeBpoJorom, 28
coorBeTcTBOBay Kputepusim (HBB). OctaBmiuecss 34 mnanueHTa, Ha OCHOBaHUU
pe3yabTaTOB HEUpOBHU3yadu3aluu, ObUIM KJIaCCU(MUIIMPOBAHBI KaK HUMEIOIINE
BeposTHbI HBb. Haxkownerr, 28 narueHToB ObUTH BKIIOYEHBI B 3TO UccieqoBaHue. Mx
BO3pacT Ha Hayasio Hbb cocrasist 27,6+8,6 rona, a COOTHOLIEHUE MY>KYHH U )KEHITAH
cocraBmwio 1,24:1. Jlemorpaduyeckue JaHHbIE U KIUHUYECKHE OCOOCHHOCTHU
MAIMEHTOB OBLIM 3aPETUCTPUPOBAHBI ITyTEM TPOCMOTPA MEIUIIMHCKUX KapT.

Jlanee Mbl co4sii HEOOXOUMBIM OLEHUTh BET€TATUBHYIO (DYHKIIMIO Cepaua 1o
BapuaOEIbHOCTH CEPACYHOrO0 pUTMA Yy manueHToB ¢ bb u  KOHTpompHOM
IPYIIBL;, OUEHUTh IUpKagHele u3MeHeHnss BCP; u  wuccnenoBaTe  B3anMOCBS3b
napamMeTpoB BEreTaTUBHOW (YHKIMH C OIEHKOW aKTHMBHOCTH 3a00JeBaHUA U
napaMeTpaMmu BocrajieHus. B uccienoBanue BkitoueHsl 22 namnueHTa ¢ bb v 310poBbie
(n=22) u coorBercTBOBaNHM 1:1 1O MOy M BO3pacTy naruenTam ¢ bb.

Kputeprn BKIt0UEHHS B KOHTPOJIBHYIO IpyIITy. B KOHTPOIBHYIO IpyIITy BOLUUIN
3I0pOBbIE J1I0OPOBOJIBbIIBI, HE WMEBIIME B aHamMHe3e Ooye3Hed cepaua W Apyrux
OpraHoB, = HOpMajbHble  pe3yldbTaThl  (U3MKAJIBLHOTO  OOCIENOBaHUS U
AIIEKTpOKapIuorpaMMbl. Hu 01uH U3 310pOBBIX TOOPOBOJIBIIEB HE MPUHUMATT HUKAKHX
JIEKAPCTB.

Ha ocHoBe mpencTaBieHHBIX COOCTBEHHBIX KIMHUKO-aHAMHECTUYECKUX U
neMorpaduueckux JaHHbIX — 110 OSTHUYECKOW TMPUHAJICKHOCTH, BBISIBICHUS
MIPOBOLIUPYIOMINX (PAKTOPOB M CEMEHWHOM arperardu, CpPOKOB TOSIBJICHHUS PaHHHUX

CHUMIITOMOB, a TaK¥X¢€ 0COOCHHOCTEH (1)€HOTI/IHOB, HMMYHOJIOTHYCCKHUX I1apaMCTPOB,
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HaMU pa3pabOTaH AJITrOPUTM JAUATHOCTUKH OOJe3HM bexdera amanTHpOBaHHBIN B

ycnoBusix PT.

2.2. Ho3osiornueckasi THArHOCTHKA

B 2016 romy MexayHapoaHas Tpylma IO MNEPECMOTPY MEKIYHAPOIHBIX
kputepueB bb npemioxuia HOBYIO Kilaccu(UKaIMIO, OCHOBAaHHYIO Ha aHaiu3e 0oJee
yeMm 2500 nanuentoB bb. Mexnynapoansie kputepuu 6oie3nu bexuera (ICBD) Obutn
CO37aHbl B pe3yjbTaTe COTPYIHUYECTBA SKCHEPTOB W3 27 CTpaH ISl pelieHUus
TUArHOCTUYECKON JTHJIEMMBI C Y9€TOM HEJIOCTAaTKOB MPEeabIAynuX Kputepues. OnuH
U3 BBIBOJIOB COBMECTHBIX YCUJIUHM 3aKJIIOYAETCS B TOM, YTO, XOTs Kputepuu bb ouenp
YYBCTBUTEIBHBI M CHCIU(PUYIHBI, BCE K€ CYIICCTBYIOT Pa3iu4us B KIMHHYCCKUX
MPOSIBJIICHUSIX OOJIE3HU CPEIU STHUYECKUX TPYII W cTpaH. B pesynbraTe peBU3NH
BBISICHUJIOCH, YTO TJIA3HBIM MOPAXKEHUSIM, OPAIbHBIM apTaM U TeHUTaIbHBIM adTaM
npucBavBaeTcss mo 2 Oajjia, TOrjJa Kak MOpakeHusM Koxu, nopaxenutro [[THC u
COCYIUCTBIM TPOSBICHUSAM TpricBauBaercs no 1 Gamty. [Ipu ucnonbp3zoBanuu Tecra

nareprus npucBauBaics 1 6ami. Ouenka >4 6amioB cooTBeTcTByeT bb (Tabnuna 2.3).

Tabimua 2.2. - MexayHapoaHble KPUTEPHUHU IJIsi CUCTEMHOH OLCHKHU 00J1e3HM

Bexuera

Hpu3nak / Cumnrom baniasl

['ma3upie nopakeHus 2

I'enutaneubiit ad103

Opasnbhblii ahT03

[Topaxxenus Koxu

HGBpOJ’IOFI/I‘—IeCKI/IC IIPOABJIICHUA

CocynucTeie posIBICHUA

ISR

[TomoxuTENBHBIN TECT HA IATEPTUI0

[TanmmenTs! ¢ onienkor <3 cuutainuch He uMmerommMu bb. Ornenka 3 cunranach
BeposATHOU bb, a oneHka >4 yka3plBajla HA OKOHYATENIbHBIN 1UarHo3 bb.

[TomoxurenbHbIN quardHo3 bb coxpaHsics TOJBKO IMTPU HAIMYUU HE MEHEE TPEX
6aytoB no kinHudeckuM kputepusim. B PT ne npoBoasar tect na HLA-B*51, mostomy

0OJIbHBIE C BEpOSATHBIM AuarHo3oM Bb Mbl Bkitouanu B ucclienoBanue U kak ¢ bb.
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Taxxe ObUT paccMOTpEH OKOHYATENBHBIM JHArHO3 MAlMeHTOB, KOTOpPHIE HE
coorBeTcTBOBasi ~ Kputepusim [CBD. Jlns nanuentoB ¢ jguarHo3om  bb
PErUCTPUPOBAIKCH 3aJCHCTBOBAHHBIE CUCTEMbl OPraHOB, TSHKECTh 3a00JICBAHMS U
KOHCYJIBTALIMS CHEUAINCTA, 3aMPOIICHHAs PU IIEPBOM MOCEILIEHUU.

VYca0BUS OLEHKH: MBI ONPENENUIN pa3IuyHble METOJIbI OICHKU: a) MallUEeHT,
KOTOPOTO TOTEPSIIU U3 BUJY, ONPENETSIICS MEPUOAOM MOCIETYIONIEro HabIt0IeH s,
o0si3aTenbHO OoJiee OJHOTO MecAla; 0) MalMeHT MOTePsUl 3pEeHHE BHE TMPEICIIOB
KOHTpPOJIsl, ONpEeNeNsIcs MPOJOJDKUTEILHOCTBIO  MOCIEAYIONIEro  HaOI0IeHUs,
KOTOpas B 00513aTE€IbHOM MOPSAJIKE COCTABIISIIA MEHEE OJTHOTO MECSIA; C) YIyUIleHHE
WIM PEMUCCUSA ONPENEIsIOCh CYOBEKTHMBHBIM W/WIA OOBEKTHBHO XOPOIIHUM
pa3BUTHEM KIMHUYECKUX MPHU3HAKOB C TMOJHOM HW/WIM YAaCTUYHOM pPEMHUCCHEH; TI)
MOJIHASI PEMUCCHUS ONpENENsiIach MOJHbIM Pa3pelIeHUEM C HCUYE3HOBEHHEM JIFOOBIX
OpU3HAKOB 3a00jeBaHMsl MpPU OTCYTCTBUM PEUUIAMBOB B TEUYEHHE IEpUOJA
HAOJIIOJICHUS; /1) YaCTUYHAsI PEMUCCHS ONPEEsIach 3HAUUTEIbHBIM, HO HEMOJHBIM
YMEHBUIEHUEM NPHU3HAKOB 3a00J€BaHUS MPU COXPAHEHHHM PHUCKA IOCIEAYIOLIEro
peluIMBa B TEUEHUE MepHoJa HAOMIOACHUS;, €) PEUUANB ONPEICIISIICS MOBTOPHBIM
MOSIBJIECHUEM KIMHUYECKUX TMPU3HAKOB TOCJIE OJarompusiTHOrO pas3BUTHUS; K)
cTabuIM3aIs ONpeesuiach CTa0UIILHOCTHIO, KOTOpast 00JIbIIIE HE MPOTPECCUpoBalia
B CTOPOHY YJIYYIICHHUS WM YXYALICHHS C PUCKOM peUuJuBa B TEUEHHE NEpHUOAa
HaOJII0ICHUS; 3) 000CTPEHUE ONPEAEISIIOCh 000CTPEHUEM KIMHUYECKUX MTPOSBICHUM
NOPAYKEHUS C MOSIBJICHUEM OCIIOKHEHUM.

Huarno3 HBb BepuduimpoBancs cormacHO KpUTEpUsaM, pa3padOTaHHBIM
Mexaynaponnoi rpynmoi no usydenuto bb (ISGBD, 2014). OuenuBanuch JaHHbBIE
(GU3UKATBHBIX M OOMICKIMHUYSCKUX METOJOB 00ciiemoBanusa, B ToM ducie MPT

CTPYKTYp r0JIOBHOTO Mo3ra. Kaxaplii 00JbHON KOHCYJIBTUPOBAIICS HEBPOIATOIOTOM.

2.3. MeToabl HCCIeI0BAHUSA

Hunexc akruBHocTH 6ose3nn Bexuera (Behcet’s Disease Current Activity
Form — BDCAF). Ilpu noacueTe HHACKCA YYUTHIBAIOTCSA CHMIITOMBI, OTHOCSIIIUECS,

0 MHEHMIO Bpaya, K mposiBieHusM bb u mpucyrcrByroiye y naiueHtra He mexee 4
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HEI K MOMEHTY OCMOTpa. MakCUMaJIbHBIM CYET IO HHAEKCY AaKTUBHOCTH bb
cocTaBysIeT 12 OAIOB M MPEJCTaBIsETCA B BUAE TPAaHC(HPOPMUPOBAHHOTO MO IIKAJIE
UHTEPBAJIOB MHJEKca (MakcUManbHbI cueT — 20); Takke (PUKCUPYHOTCS OTBETHI,
KacarolIrecss BOCHPUATHS MALMEHTOM aKTHUBHOCTH 3a0o0jeBaHus 3a mpeabiayuue 4
HEJECNM 10 BU3YyAJIbHOW AaHAJOTOBOM WIKaje, COCTOSALIEH U3 CEMM Pa3IMYHBIX
BbIpaXEHUM Juna (mo mkaie or 1 mo 7), U 00ImEero BOCHPUATHSA KIMHUIUCTOM
aKTUBHOCTH 3a0osieBanus (1kana ot 1 10 7).

Tect marepruu. GeHOMEH NMaTepruv XOPOIIO MU3BECTEH JEPMATOJIOraM C TEX
nop, Kak OH ObU1 BhepBble omucadH B 1937 rony biobOHepoM kak cocTosHHE
U3MEHEHHOW pEaKTUBHOCTH TKAHEM B OTBET HA HE3HAYUTEIbHYIO TpaBMY.
[TaTtepruueckuit  Tect -  3T0  Hecnenuduyeckas  KOXKHAs  peakuus
TUIIEPUYYBCTBUTEILHOCTH, BbI3BAHHAS YKOJIOM HIJIbl, KOTOpask IPOBOAUTCS JIJIs IOMCKA
JI0Ka3aTeNbCTB 3TOro sBieHus. [laTepruueckue mopaxeHus: OOBIYHO KIMHUYECKH
IPOSIBISIFOTCS SPUTEMATO3HBIM YILIOTHEHUEM B MECTE TPABMBI KOXKH, KOTOPOE MOXKET
OCTaBaThCS B BUJIE MAIyJl WA IPOTrPECCUPOBATH JI0 CTEPUIIbHBIX ITycTyd. Ha maHHbIi
MOMEHT BCE €IlI€ HE CYIIECTBYET CTAHAAPTU3UPOBAHHOIO METO/1a IPOBENCHUS TECTA
Ha mnarepruro. Mcnoiap30Banuch BHYTPUKOXKHbBIC, MOAKOXXKHBIE W BHYTPUBEHHBIE
MeToabl. Kpome Toro, cymiecTByer /1Ba THIA TECTOB HAa MATEPTUIO; TECT HA OPAIBHYIO
NIATOJIOTHIO M TECT Ha KOXXHYIO MATOJOrur0. /[ opanpHOM maroiaoruy mpouenypa
3aKJII0YAeTCsl B MPOKAJIBIBAHUU CIU3UCTON OOOJIOUKM HMXKHEW TryObl 0 YpOBHS
MOJICIIU3UCTON 0OOJIOUKH C TIOMOIIBIO TYIMON 0JHOpa30Boi uribl 20 kanubpa. Xots
COOOIIAETCs], YTO YYBCTBUTEILHOCTh OPAJIbHYIO MATOJIOTHIO IO CPABHEHHIO C KOKHOU
NaTOJIOTHEN HWXXe, HO OpaJIbHYIO MAaTOJIOTUIO, JIETYE OLIEHUTh, ITOCKOJIbKY SI3Ba WU
nycTysia JH00ro pasMepa CUMTAIOTCA TMOJOXKHUTEIbHBIMH, U HET HEOOXOIMMOCTH
U3MepATH pazMep nopaxeHus. Cnocod npoBeeHUs TECTa Ha NATEPTUI0: UTj1a OOBIYHO
BBOJMTCSI CKOCOM BBEpPX MOJ yriioMm 45 rpaaycoB Ha riyouny ot 3 10 5 mm. Packa
JOJDKHA OBITh CKpbITA MOJA SHUAECPMHUCOM, M HEKOTOpBhIE Bpaud PEKOMEHIYIOT
W3BJICKATh UTIIy BpAIlaTeIbHBIM JIBHKCHUEM.

Y Bcex OonpHbIXx ¢ Bb ObimM mpoBemeHsl credyrouue J1abopaTOpHBIE

HCCIICAOBAaHUA: OMOXMMUYECKMH M KIMHHYCCKUM aHaIu3 KpOoBH W MOYH, C-
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peaktuBHbii Oenmok (CPB), numumel, mModeBass KHCIOTa, KPEATHMHHH, TIIOKO3a,
amaanHamMuHOTpaHchepaza (AnAT), acmapraramumHoTpancdepaza (AcAT). Cpenu
7a00paTOpHBIX ~ MapKepoB  HauOoyiee HM3y4eHbl W CUMTAlOTCa  Haubosee
penpesentatuBHbIME COD u CPB. Yposuu COS u CPb xopoiio koppenupoBaliu ¢
aKTUBHOCTHIO cucteMHoro bb, n Ob110 J0Ka3aHo, uTo Oosiee BhicOKUN ypoBeHb CPb
ABJISIETCA MPEIUKTOPOM PELUIMBA Y MAallMeHTOB ¢ bb.

2.3.1. AMmMyHoJI0THYEeCKHE METOAbI UCCJICI0OBAHMS

KomrmnekcHoe o0cieioBanue NalMeHTOB, HAPSALY ¢ OOIIEIPUHITHIMUA KIIMHUKO-
J7a00paTOPHBIMU UCCIEOBAHUSIMU, BKIIIOYAJIO ONpEeIeHNEe HIMMYHHOTO CTaTyca.

OnHolt M3 KIIOUEBBIX HMMYHOJOTUYECKUX ocobeHHocTelt bb  sBisercs
U3MEHEHHE YpPOBHS ILIMTOKMHOB B KPOBH, UM HX TOBBIIIEHUE KOPPEIUPYIOT C
aKTUBHOCTBIO 00s1e3HU. OTHAKO MPOYKIIMS [IUTOKWUHOB YacTO SIBJISIETCS BpPEMEHHOM U
KECTKO PETYJHPYETCsl M3-3a UX BBICOKOM OMOJIOTMYECKON aKTUBHOCTU U CETH, B
KOTOPOM OHU  pEryJupyroTcsi BBEpX WIM BHU3 B  3aBUCUMOCTH  OT
notpedHocTH. [loBBINIEHHBIE YPOBHU IIUTOKUHOB B )KUIAKOCTAX OPTaHU3Ma OTPAKAIOT
aKTUBAIINIO MyTEH, CBA3aHHBIX C BOCTIAJICHHEM UJTU MPOTPECCUPOBAHNEM 3a00IE€BaHUs
IIPU MHOTHUX 3a00JIEBAaHUSX, U, KaK TAKOBBIE, TAIOT MPEJCTABICHUE O CXeMaX JICUCHUS
W/WJTM MOHUTOPHUHTE MPOTPECCUPOBAHMS 3a00JICBAHMUS.

NMMyHOMEHOTUITUPOBAHKE JICUKOIIUTOB 3aKII0YAeTCsl B OOHAPYKEHUH Ha HMX
MOBEPXHOCTH MapkepoB auddepenuuanuu, win CD-antureHon. JlekonuThl
AKCOPECCUPYIOT  Ppsii  MOBEPXHOCTHBIX M LHUTOIUIA3MAaTUYECKUX  AHTUTEHOB,
YHUKaJTBHBIX TUISt cBOCH Ccyonomysuu u CTauu pa3BUTHSI.
OcHoBHBIC  cyOmomyysimuu  JUMQOIUTOB,  ONpeAeisieMble B CTaHAapTHOM
uMMyHoTpamMme: T-TumMb O ThI (CD3+CD19-); T-xenmepsl/MHIYKTOPHI
(CD3+CD4+CD45+); T-uuroToKCcHUECKHE AUMQOIUTHI (T-IITJI)
(CD3+CD8+CD45+); uctunnbsie HarypanbHble "kmmiepsl" (NK-kierku) (CD3-
CD56+CD45+); B-nmumdonutsr (CD19+CD3-)

CD kuerku. CD-anturenamm wumu, apyrumu cioBamu, CD-mapkepamu
SBJISTFOTCSL O€TKHU, KOTOPBIE CIIYXaT JUTAHIAMH, JIMOO PEIEnTOpaMu, YIacCTBYIOT BO

BSaHMOHCﬁCTBHﬂX KIICTOK MW ABJAIOTCA KOMIIOHCHTAMHM KaCKaJda YCTAaHOBJICHHBIX
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CUTHaJbHBIX TyTed. JlaHHble OeNKH CIOCOOHBI BBIMONHATH M Apyrue (GyHKUuu (B
YaCTHOCTH, O€JOK KIIeTouHO# azare3un). Hambonee m3BecTHbIMH aHTHTeHamu CD
apisitorcest CD4 u CD8, koTtopele sSBIsIIOTCA Mapkepamu T-xenrepoB u T-cynpeccopos
cooTBeTCTBEHHO. CD4+ T-KJIETKM HrparoT BaXKHYIO pOJIb B MMMYHHOH CHCTEME,
perynupys paboTy Apyrux UMMYHHBIX KJIeTOK. [Ipu akTUBaluu maToreHoM HauBHbBIE
CD4+ T-xnerku guddepeHIUpyOTcss B JIBa Pa3IUYHBIX  (YHKIIMOHAIBHBIX
MOJIMHOXECTBA, TO ecTh xenmnepHbie T-kimetku tuma 1 (Thl) u tuma 2 (Th2), kotopsie
paznuMyaroTca Mo MNpOoAYKIMU HUTOKMHOB. Kinetkn Thl mpoayuupyioT HUTOKHUHBI
unteppepon-ramma (IFN-y) u dpakrop Hekposa omyxonu-anbdpa (PHO-a), koTopsie
aKTUBUPYIOT  Makpodarn W  OTBEUAIOT 32  KJIETOYHO-OMOCPEIOBaHHBIMN
ummyHuTeT. Hanpotus, wimetku Th2 mnpoayuupyrOT I[IUTOKHHBI, TaKHe Kak
untepnerikua-4 (MJI-4) m WJI-13, xoTopble OTBEYAIOT 3a ONOCPEIOBAHHBIM
antutenamMu  uMmyHuTeT B-kierok. Knetku Thl u  Th2 wurpamoT BaxkHyIO
PEryIupyoIyIo pojib B MUMMYHHOU cucteMe, a qucoananc Th1/Th2 moxer nexats B
OCHOBE MaTOr€He3a Psiia AyTOUMMYHHBIX 3200JIEBAHMIA.

OHO-a sBisieTcs MIEHOTPONHBIM HIUTOKMHOM, KOTOPBIN UTPAaeT BaKHYIO POJIb
B TMAaTOr€HEe3€ PA3JIMYHbIX BOCHAIUTENIbHBIX 3a00J€BaHUN M ayTOMMMYHHBIX
3a0oneBaHui,  Takux  Kak  HewHpekuuoHHbli  yBeuT. DHO-0 oka3biBaeT
IPOBOCHAINTENbHOE JEWCTBHE, AKTUBUPYAd Makpodaru, crnocoOCTBYs pa3BUTHUIO
CD4+ T-xieToK M akTHUBUPYS APYTrHe IUTOKUHBI. [IUTOKMHBI MTParOT pEHIarolIyio
pons B maroreHese bb. Onu omnocpenyior MHOrue 3(pQexToppl U peryisTOpHbIE
(GYHKUIMHA KIMMYHHBIX U BOCIIAJIUTENbHBIX PEAKIUH.

HNurepaeiiknnbl (MJI) npencrapistoT coboi TUM IIMTOKUHOB, KOTOPhIE CHaYaIa
CUUTAIHUCh KCIPECCUPYEMBIMH TOJIBKO JIEMKOLIUTAMH, HO TI03K€e ObLIIO OOHAPYKEHO,
YTO OHU NPOAYLMPYIOTCS MHOTMMHU JAPYTMMH KieTKamMu opraHu3ma. OHU UTparoT
BOXHYIO pOJIb B aKTHBAIMU W UG EPEHIIMPOBKE UMMYHHBIX KJIETOK, a TaKXKe B
nponudepanuy, CO3pEeBaHMM, MUrpaudd U aaresud. OHM Takke oO0JanaroT
MPOBOCHATIUTENBHBIMA U MPOTUBOBOCHAIIUTEIBLHBIMU CBOMCTBaMU. TakuM o0pazom,
OCHOBHOM  (YHKIIMEHl  MHTEPICHKUHOB  SBISETCS  MOIYJIHMPOBAaHHE  POCTAa,

mudPepeHIUpOBKM M aKTHUBAllMM BO BpEeMsS BOCHAIMTENbHBIX M HMMMYHHBIX
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peakiuii. UHTepieHKUHBI COCTOST M3 OONBIIONW TPyHIbl OENKOB, KOTOPHIE MOTYT
BBI3bIBATh MHOJKECTBO pEAKIM B KJIETKAX M TKAHSAX IIyTEM CBS3bIBAHUSA C
BbICOKOA((OUHHBIMU PELENTOPAMH HAa MOBEPXHOCTH KJIETOK. OHU BBIMOIHSIOT Kak
MapaKpuHHYIO, TaK U ayTOKPUHHYIO QyHKITNIO. KileTouHbIe OTBETH HA MHTEPJICUKUHBI
BKJIIOYAIOT MEXaHWU3Mbl MOBBIIIAIONIEH W MOHMKAIOUIEH PEryisiiuu ¢ UHAYKIUEH U
y4acTUEM I'€HOB, KOAUPYIOUUX HHTHOUTOPHI PELEITOPOB IUTOKUHOB.

IgA. OH nosBIsieTCS B CIU3KUCTHIX 000JI0YKaxX B BUAEC quMmepa (¢ J-1enbro npu
CEKPETUPOBAHMM) U 3alllMINAET JIUTEIHAIbHbBIE TOBEPXHOCTU JbIXaTEIbHOM,
MUIIECBAPUTEIBHON W MOYENOJIOBOM  cucTeM. [gA  o0mamaer  CeKpeTOpHBIM
KOMIIOHEHTOM, TPENATCTBYIOIUIMUM €ro (epMEHTaTUBHOMY paciuerienuto. OH
aKTUBHUPYET AIbTEPHATUBHBIN MTyTh AKTUBAIIMA CUCTEMbI KOMILJIEMEHTA

IgM. B ocHOBHOM OH o00pa3yercss IpH NEPBUYHOM HMMMYHHOM OTBETE Ha
WHOEKIIMOHHBIE  areHThl WJIM  aHTUTEHBl. JTO  TEHTamep, AaKTUBUPYIOIIHMA
KJIACCUYECKUIM MMy Th CUCTEMbI KOMIUIEMeHTa. [gM cunTaercs CHIIbHBIM arrIitOTHHUHOM
(HammpuMmep, aHTHU-A W aHTH-B WM30arriIiOTHHWH TPHUCYTCTBYET B KPOBH Tpynmbl B u
rpynmsl A COOTBETCTBEHHO), a MOHOMED [gM ucrnonb3yercs B kauecTBe perentopa B-
KJIETOK.

IgG sBnsieTcss €IMHCTBEHHBIM HMMMYHOTJIOOYJIMHOM, MPOHUKAIOIINM 4Yepe3
IJIALEHTY, IOCKOJIBKY €r0 YacTh CBSI3bIBAECTCS C PELENTOPAMHU, TPUCYTCTBYIOIIUMH Ha
MOBEPXHOCTH  IUIAIICHTHI, 3alllMIasl HOBOPOXKJICHHOTO OT  MH(MEKIIMOHHBIX
3a0oneBanuii. Takum o6pazom, IgG sBusercs Haubosee pacnpoCTpaHEHHBIM
aQHTUTEJIOM, TPUCYTCTBYIOIIUM Y HOBOPOXKICHHBIX.

OLleHKy UMMYHHOT'O cTaTyca y OOCJIeOBAHHOTO KOHTHHIE€HTa MPOBOJWIIU B
nabopatopun OO0 «/luamen» (cepruduxar RIGAS Certificate of Participation
Monthly Immunoassay Programme). J{nsa onpenenenusi CDs, CD4, CDg, CD2o, CD71,
IgA, IgM, 1gG, a takxe konmeHtpanuu uTokuHOB MJI-6, 1 ®HO-0 B chIBOpOTKE
KPOBU HCIIOJNB30BAJICS HA0Op peareHToB Ui HMMMYHO(EPMEHTHOTO aHajau3a
akiroHepHoro oodmecta «Bektop-bect» r. HoBocubupck. Jlis npoBenenus ananusa
WCITOJIb30BAIM CHIBOPOTKY KPOBH, B3STYIO B BaKyyMHYIO MPOOUPKY C aKTHBATOPOM

CBEPTHIBAEMOCTHU. Y UET pe3yIbTaTOB IPOBOIUIN B MUKPOILIAHIIIETHOM pujiepe Biosan
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HiPo MPP-96. Ucnons3oBaim nporpammy «Quant Assay» ot mpou3Boautels Biosan,
JlatBus. ITlapamerpsl (yHKIMOHMpPOBAHUS LMTOKUHOBBIA ceTH y OonbHBIX bbb
CPaBHUBAJICS C TIOKA3aTEISIMHU 3/I0POBbIX.

2.3.2. UncTpyMeHTAJIbHbIE METO/bI HCC/IeJOBAHNUS

O630pHas peHtreHorpadus JIETKUX W CYCTaBOB IMPOBOJMJIACH Ha arlrapare
«ACFA» mnpousBoactBo benbrus (2011 1) B penrrenkabunere I'Y HMII PT
«Indobaxmm.

VY3U opraHoB OproIIHOM MOJIOCTH (/17151 BBISIBIICHUS] OPTAHUYECKOTO MOPaKEHUS
OpraHoOB XEITYJOUYHO-KUIIEYHOTO TPAKTA), BBIIOJHEHO B KaOWHETE (PyHKIMOHAIBHOU
nuarHoctuku ['Y HMI] PT «llludobaxm» (3aB. Paxmarymioes X.d.).

OKI' - 11t BbIABIEHUS DJIEKTPO(PU3UOIOTMYECKOTO IMOPAKEHUS Cepaua.
Pernctpanms OKI' mpoBoamiiace B 12 cTaHZapTHRIX OTBEAECHUSAX HA MOPTATUBHOM
npubope MarquetteHellige (EC-1200) B oTaeieHnn (GyHKIMOHATBHON THATHOCTUKH
I'V HMI PT «llIudobaxm.

OKI' — xonrep mnpoBeneHo st onpeneneHuss BCP y Oonpnbix ¢ bBb.
XONTEepOBCKUE  3alUCU  MHTEPIPETUPOBAINCH  CIIELHAIMCTOM-KapAHOJIOrOM  C
nomornisto ELA MEDICAL SYNESCOPE. Knaccudukanus yaapoB MpoBepsuiach
BPYYHYIO U IIPU HEOOXOIMMOCTU KoppekTupoBasack. AHanu3z BCP npoBoauics kak
BO BPEMEHHOM, TaK U B YaCTOTHON 00J1acTsAX /Uil Bcero 24-4acoBoro nepuo/ia, a TaKkxe
st qaeBHOro (06:00-22:00) u Hounoro (22:00-06:00) nmepuonoB. Bo BpeMeHHOM
obnactu CORR (cTanmapTHoe OTKJIIOHEHHE BceX MHTepBalioB RR B MmmiuncekyHax),
PNNS50 (mporneHT cocennux uHTepBaioB NN, ornuuaromniuxcs 6osiee uem Ha 50 Mmc, B
npouenTax) u RMSSD (cpeaHexkBaapaTUUyHbIe pa3inuus MEXAY OCIe0BaTEIbHBIMU
uaTepBaiamu RR Bcero 3amucu B MmumncekyHaax). B uacrortHoit obiactu HY
(momHocTh HY, B Mc2), BU (MomHocTs BY, B Mc2) 1 HY/BY (oTHOLIEHNE MOIITHOCTEH
B HY u BY nuanazonax).OKI-xontep BbinoaHeHO Ha anmapare paitaep, I'epmanus
(Paxmaryimioes X.®.).

OxoKI' (151 BBISIBICHUS MOPAXEHUS! KJIAMAHHOTO W MBIIIEYHOTO MOPaXKEHUs

cep/Iiia) MpoBOIMIIACh TPAHCTOPAKAIBHBIM MeTo1oM Ha ammapaTe IxoKI «MindryDC-
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60exp», rox Beimycka 2018, B otaenenun GpyHkunoHanbHoi quarnoctuku 'Y HMIL
PT «Iludobaxm» (Xaitmaposa X.).

®dubporacrpoayonenockormuss (OIJAC) s BbISBIEGHUS  A3BEHHBIX U
cocyauctbix mnopaxenud cmusucrod JKKT mnpoBogumace B 3HIOCKOIHYECKOM
ornenenuu 'Y HMII PT «ludobaxun (AdbaypaxmonoB A.I.).

MarnuTHO-pe3oHancHass tTomorpapuss (MPT). D10 HeuHBa3uBHas
TEXHOJIOTHS BU3YaJW3allMH, TIIO3BOJIAIONIASI TOJYy4aTh TPEXMEPHBIE TOIPOOHBIC
aHaToMuueckue u300paxeHus. OH OCHOBaH Ha CIIOXKHOW TEXHOJOTUHU, KOTOpas
BO30YXJaeT U OOHApYKMBACT M3MEHCHHUE HAIPaBJICHUS] OCU BpAILEHHS] MPOTOHOB,
OOHapyXEHHBIX B BOJIE, U3 KOTOPOM COCTOSIT )KUBbIC TKaHHU.

bb — 3T0 MynbTHCHCTEMHOE PElUINBUPYIOIIEE BOCTIATUTENIbHOE 3a00IeBaHue,
nopaxaroiee 1eHTpaibHyto HepBHYIO cucteMy (ILIHC). Knunuueckue nposiBieHus,
cBs3aHHble ¢ nopaxenuem [[HC, upe3BbyaitHO pa3HOOOpa3Hbl U HE BCETJa JIETKO
pacro3HaloTcsi. BoBiedeHHe TOJOBHOIO MO3Ta MOXET OBITh BBI3BAHO JIHOO
MEPBUYHBIMU  TAPEHXUMATO3HBIMU  MOPAXKEHUAMH,  JUOO  TOBPEKICHUEM
COCY/JIOB. MPT-tipuznaku  Oosnesnu  Heipo-Oonesnb  bexuera  (HBB)
Hecnenuunbl. Ha FLAIR u T2-B3BelICHHBIX H300pKEHUSX MOXHO HAOIIONAThH
HEOOJIbIIIE HEpPaBHOMEPHbIE THUIEpUHTEHCUBHOCTU. Hanbosee wacTto mopaxkaercs
00nacTh Me30udHIIehaTLHOTO COSIMHEHNUS, 32 KOTOPOU cliefyeT MOHTOoOyIb0apHas
oOnacTh. ['unoranamuueckass o0nacTb, 0a3zajabHble TaHTJIMHU, OONBIIKME MOJIYIIAPHUSA,
MO3XE€YOK M CIMHHOM MO3I BOBJIEKanuChb peaxko. bb Moxer BbI3bIBaTH
HMMYHOOIIOCPEIOBAaHHBIN  BAaCKYJHT, MOPAKAKONUKA  MEJIKHE U KPYIHBIC
cocyzsl. [TapenxumaTto3Hoe pacnpeneneHue MOPAKEHUH, 0COOCHHO B
Me30udHIIe(haTbHOM TIepexXoje, TMOJACPKUBACT BACKYJIUT MEIKUX COCYJIOB C
BOBJICUCHHEM B OCHOBHOM BeHYI. [lepuBackyisipHOoe BOCIajJeHUE MOXKET HMETh
BaXHOE 3HaueHue i1 mnoHuMmanuss mnaroreHe3a HBbBD. IIpepsiBucTOe ocTpoe
MEePUBACKYJISIPHOE BOCTIAJICHHE MOKET CIIOCOOCTBOBATH Pa3pPYyIICHUIO MapEHXHMBI
[HHC, uto npuBoauT Kk norepe Gpynkuuii HelipoHoB. MPT crnocoO6HbIe 00HApYKUBaTh
TOHKHUE YJIbTPACTPYKTYPHBIE MU3MEHEHHUsS, B HACTOSIIEE BPEMSI HCIOIB3YIOTCS IS

n3o0pakeHuss TmopakeHus: mapeHxumbl. Pesynbratet MPT y mnanuentoB ¢ Bb c
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HEBPOJIOTHYECKUM TOpaKeHHEM MM 0e3 HEero yKa3bIBaloT Ha rumnonepdysuio B
pa3IMyYHBIX 00JACTSIX TOJOBHOTO MoO3ra. Pe3ynpTaThl runonepdy3un y MaiueHTOB C
HBB 6wutn ropaszmo Oosiee 3ameTHbIMH. BhisiBieHMEe npu3HAKoB rumnonepdy3uud B
pa3IMYHBIX OT/IEJIaX TOJI0BHOrO Mo3ra ¢ momoubio MPT y 6osbabix BB moarsepxkaaet
UJICI0 O PA3BUTHHU CYOKIIMHUYECKON COCYUCTOM U HelpoHaIbHOM AuchyHkiuu. MPT-
UCCJIEIOBAHUE TOJOBHOTO MO3ra IMpoBeAeHO B MeauiumHckoM 1eHTpe “Hypadzo”

(mupexrop lapormoB M.I'.) na anmmapare “Nuo SOFT», IOxnas Kopes.

2.4. MeToabl cTaTUCTHYECKOH 00padOTKHU

CrarucThueckuii  aHalau3  IOJYYEHHBIX  pPE3yJbTaTOB  BBINOJHSUICS  C
ucnojp3oBanueM mporpammbl - Statistica  10.0  (StatSoft, CIIA). Ouenka
HOPMAaJIbHOCTH pacIpeieleHns BBIOOPOK MpoBoauiachk no kputepusm Koamoroposa-
CmupHoBa u [lannpo-Yuika. KonudyecTBEHHBIE TIEPEMEHHBIE ITPEACTABICHBI B BUJIE
CpPEIHEr0 3HAYEHUs W CTaHAAPTHOM OMIMOKM JIMOO CTaHJAPTHOTO OTKJIOHEHHS.
IlapHble CpaBHEHMs KOJIMYECTBEHHBIX HE3aBUCUMBIX IIEPEMEHHBIX IIPOBOAWINCH C
ucrnonb3zoBanueM U-kputepuss ManHa-YutHu. KareropuanbHble IEepeMEHHBIE
MPEACTABICHbl B BUJE AOCOJIOTHOIO 3HAYEHUS W MPOLIEHTHOIO COOTHOUIEHUEM.
[lapHble CpaBHEHMS MEXJy HE3aBHCHUMBIMH TIpylnnamMud II0 KAad4eCTBEHHBIM
TIOKA3aTeNIAM MPOBOJWINCH C UCIOIB30BAHUEM KPUTEPHS Y> U TOYHOTO KPHUTEPHS
@umepa. ns Bcex stanoB ABycTOpoHHUM p<0,05 cuuTancs CTaTUCTUYECKHU

3Ha4YUMBbIM.
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I'nmaBa 3. CpaBHUTe/IbHASI XapaKTepPUCTHKA 00JBHBIX ¢ 00/1e3Hb10 bexyera

cpeau BaCKYJMTOB

Knunnueckne  mposiiienuss bbb xapakrepusyercss — peuuanBHPYIOINIE-
PEMHUTTUPYIOIIMM TEYEHUEM C HEOAHOPOAHBIMU KIWHUYECKUMH MPOSBICHUSIMU.
HecmoTtps Ha oOumpHbIe UCCIIeIOBaHMS, TTOCBSIIIEHHBIE OCHOBHBIM MexaHu3MaM bb,
HaM eIl¢ MPEJACTOUT MPOUTH JOJTUM IMyTh, YTOOBI MOHATH CI0KHOCTH bb. XoTs
ATUOJIOTHUSI HEW3BECTHA, HAOIIOJACTCS CHJIbHAS KOPPENAlUs C YeTOBEYECKUMU
JeHKOLMTapHBIMU aHTUTeHamMu, B 4acTHoctu ¢ HLA-B*51. He cymecTtByer
MaTOTHOMOHHUYHBIX JTa00PATOPHBIX TECTOB IS AMarHocTuku bb, u moaromy auaruos
OCHOBAH Ha KJIMHUYECKUX KpuTepusix. Knuunueckue nposisnenus bb HeoHOpOHEI U
MOTYT MOPaXaTh MPAKTUYECKH BCE CUCTEMbI OPTAHOB.

bonesnp bexuera npencrapiser coO0H AMArHOCTUYECKYIO AMIEMMY C MOMEHTA
MyOJIMKAIUK TIEPBBIX ONUcaHui OoJje3Hu. PazBuTue NMarHOCTUYECKUX KPUTEPHUEB 32
MOCJIEAHUE JIBA JECATUIIETHSA, KOTOPOE CTAJIO BO3MOXHBIM TOJBKO IMPU IIMPOKOM
MEXKIYHAPOJIHOM COTPYAHHYECTBE, MpuBeNo K poxacHuo ICBD, xoropsii Ha
CETOJIHSIIIIHUI JIeHb SIBJISIETCS HaumOoJiee YYBCTBUTEIBbHBIM U CHEIU(DUUECKUM
JMarHOCTUYECKUM KpuTepreM. K OCHOBHBIM KIIMHUYECKHM CUMIITOMAaM OTHOCSITCS, B
MEPBYIO OYEpEe/lb, MOPAKECHUSI CIU3UCTHIX 000JOUYEK, OCOOEHHO OpayibHbIE a(ThI,
KoTopbIe onrcanbl B 98% cimydaeB. B monoctu pra s3BbI, Kak MpaBuiio 00JI€3HEHHEIE,
€AUHUYHBbIE WM MHOXECTBEHHBIE M PACIOJIOKEHBI Ha SI3BbIKE, IJIOTKE, IMICUYHBIX U
IryOHBIX CIOM3UCTBIX o0Oosoukax. B 60-65% ciydyaeB TeHHTanbHbIE adThl
0OHapYy>KUBAIOTCS B OCHOBHOM Ha MOIIIOHKE, PEKE Ha MOJIOBOM WICHE UJTU B ypeTpe Yy
MYKYMH WJIM Ha BYJIbBE W BJarajiviie y >KeHIIUH. [lopakeHue ria3 mpeactaBisieT
co00# BTOPOH MO YaCTOTE CUMIITOM, OOBIUHO TSKENbIN, 4acTO AByCTOPOHHUH. K HUM
OTHOCSITCSI IEPETHUN YBEUT, KaTapakTa, ri1aykomMa, BUTPUT, PETUHUT, HAaHYBEUT, OTEK
CETYaTKM, KHUCTO3HAsl JereHepalusi >KEJITOro IsATHA, BEHO3HAas WM apTepuajibHas
OKKJTIO3USI, OTEK JMCKA M OTClIoeHue ceTuaTku. [lopakenue koxu mopaxkaer 38-99%
nanueHToB ¢ bb, 4Wacto BcTpedaroTcs mamyno-mycTyse3Hble W aKHE-TOJOOHBIE
nopaxkeHus. YacTtoTa cepedyHO-COCYUCTHIX 3a00eBanmi kKoJieoneTcst oT 7% 10 49%;
MOBEPXHOCTHBIM  (ieOuT, TpoMOO3 TIyOOKHMX BEH, TpPOMOO3 KpPYIHBIX BEH,
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apTepHabHbII TPOMOO3 M AHEBPU3MBI ABIISIIOTCS OOBIYHBIMUA U MOTYT OBITh BKITIOUECHBI
B auarHoctuueckue kpurepun bb. Ilopaxenue cepama BKIIOYAET NEPUKAPIUT,
MUOKapAUT, SHAOKAPAMT, IIPOJIANIC MUTPAJIBHOIO KIIANaHA, MOPAKEHUs KIIAINAHA,
BHYTpHUCEPICUHBIN TPOMOO03, (HHOPO3 SHIOMHOKAPAA, MUOKAPAHOTIATHIO U TIOPAKEHUS
KOpPOHapHbIX aprepuil. OnHcaHbl KeTylOYHO-KUIIEUYHbIE CUMITOMBI; MOKET OBITh
BoBiieueH Bech JKKT, HO 0ObIYHO s13BBI HanboJiee pacpOCTPAHEHBI B M10/IB30LTHON
kuiKke. OCHOBHBIE CUMIITOMBI BKJIIOYAOT 0OJIb B )KMBOTE, PBOTY, IUAPEIO, B3AyTHE

JKUBOTA UJIH KPOBOTCUCHHC. HopaerHe ITOYEK OOBIYHO npexoadamee 1 MCHCC 9aCTOC.

3.1. XapakTepucTHKA 00/1bHBIX HANIPABJICHHBIX € I0103PeHHEM Ha 00JIe3Hb
bexuera

Backynut mopakaer HECKOJIbKO OpraHoB, BKJIIOYasi KOXY, CYCTaBbl, IJa3a,
CIIM3HUCTYIO 000JIOUKY, BEHBI, apTEPUH, HEPBHYIO U JKEIYJOUYHO-KUIICYHYIO CHCTEMBI
u gapyrue. bb o00blYHO wHMeeT 3amo3galiyl0 JUArHOCTUKY W Kak MpaBUIIO
MPAKTUKYIOIIUE TEPaAINeBThl CTAJIKUBAIOTCS C TPYIHOCTSIMU B CBOEBPEMEHHBIC
JTMarHOCTHKH.

CormacHo 3agayaM HCCIEOBaHUS, HAa TIIEPBOM OJTalle HAMHU TMPOBEJCH
PETPOCTIEKTHBHBIA aHAU3 MEAMIMHCKON JTOKyMEHTaluW (JaHHBIE TAlueHTOB),
HaIpaBJICHHBIX B KIIMHHUKY C MpeBapuTEIbHBIM nuarno3oM bb 3a nepuoyn 2014-2022
rr. PeBmaronoruueckoe otnenenune ['Y HMI[ PT «llludobaxm» sBusercs
CIMHCTBEHHBIM IIEHTPOM, KyJa HAmpaBJSIOTCA MMAlUEHThI CO BCEH CTpaHBI C
noio3peHreM Ha quarios bb v ocmaTpuBaroTCs TIaBHBIMU CIIEIIMAIUCTAMU B 001aCTH
PEBMATOJIOTHH.

Kputepusmu BKiIrOUeHHS ObUTA MIEPBUYHOE HAIIPABJICHHUE OT Bpadel U MOJTHBIE
3aIliCU O MOCIEAYIONEM Ha0II0IeHNH, N0 KpaiHel Mepe, 0 TeX Mop, MoKa JUarHo3
He OyleT MOATBEPKIIeH WM MCKITIoYeH. Becero moaBeprinch aHanu3y METUITTHCKAs
nokymeHTarusi N=101 6ompHBIX, ¢ Tomo3peHueM Ha bb. beina cobpana uabopmarms
O CHEIHMAIBHOCTH HAIPaBIISIONIECTO JIYaIlero Bpaya, 3alrcaHbl jgemMorpaduyecKkue
JaHHBIC, BKJIIOYas BO3PAcT, MOJ M ITHUYECKAs MPHUHAICKHOCTh. BbUT momydeH
MOJIHBI aHaMHE3 TEKYIIUX CHMIITOMOB, KOTOPBIM BKJIIOYAJI THI, TSDKECTh U

MPOJIOJDKUTEIIBHOCTh CUMIITOMOB, a TaKXe CeMEHHbIM aHamHe3 bb u xapakrep
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tepanuu. B tabnume 3.1. mpeacTaBieHbl JaHHBIE O CIIEIMATLHOCTH HATPABIISIIONTUX
Bpayel ManueHToB ¢ noao3peHueM Ha bb.
Tabauuma 3.1. - CpneuuajbHOCTHL Bpaydeil, HANPABJSIOUNIUX MAIUEHTOB C

MOAO3PEHUEM HA 0oJie3ub bexuera

Oo6mee KoJaum4yecTBO 60abHBIX (N=101)
CrnenuajbHOCTH Bpaueii Abs %
TepamneBTsol 34 33,7
CromaroJioru 19 18,8
Od¢ranpmonoru 17 16,8
PesmaTtomnoru 13 12,9
['mHexonorn 6 59
Yponoru 8 7,9
JlepmaTtonoru 4 3,9

Kaxk BusiHO 13 TaHHBIX TaOJIUIIBI TEPANIEBTHI ObUIM HAK0O0JIEE PACIIPOCTPAHEHHOM
crenuanbHOCThIO Jieyammx Bpaued 34 (33,7%) HanpaBisiiONMX MAIUEHTOB C
nono3penneM Ha bb, 3a nelt cienoBamu cromatonoru 19 (18,8%), opransmonoru 17
(16,8%) u pesmatosoru 13 (12,9%). Hampasinstolye Bpayu yaliie BCero padoTaiu B
amOynaTopusx u neHrpax (84,2%).

Mpsl cown HEOOXOOUMBIM HM3YyYHUTh CPOKH OOpanieHusi OOJNIbHBIX OT Hayaja

3a00JIeBaHMs K PEBMATOJIOTY, OYAy4H Ha Y4ETe Y3KHX CHECIHUATUCTOB (PUCYHOK 3.1).

64,40%

24,70%

7-9 rox 3-6 rox 1-2 rox

Pucynok 3.1. - Cpokn oOpamieHusi oT Hayaja 3a00J1eBaHUsI K PEeBMATOJIOTY,
Oyayuu Ha yuére y3Kux cnenuanaucton (n=101)
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Kakx BMAHO W3 JaHHBIX pUCYHKAa K pPEBMATOJOraM, Kak MPaBHIIO OOJIbHBIE
HAIPaBJISIOTCS B MMO3IHUAE CTAJANH U aHAJIN3 CPOKOB IMEPBUYHOTO OOpaIIeHHs TOKa3al,
4yT0 64,4% OONBHBIX 00paIalOTCS K peBMATOJIOTY B AUana3zoHe 7-9 Jyer.

N3 obmero cmucka HampaBlieHHbIX O0MbHBIX 54 (53,5%) >keHmmHbl U 47
(46,5%) — myxunnbl. CpeqHHl BO3PACT HAINPABIICHHBIX MAIlMEHTOB cocTaBwi 32,4
roja (nuama3zoH oT 10 mo 74 ner, craHmapTHoe OTKiIoHeHWe 12,8). BospacTHble

0CcOO0eHHOCTH OOJIbHBIX C Moj03peHueM Ha bb npencrasnens! B pucynke 3.2.

74,30%

18-35 1er M crapme 35 et

Pucynok 3.2. - Bo3pacTHble 0c00eHHOCTH 0OJIBHBIX € MOJ03PEHHEM Ha 00J1e3Hb

Bexuera (n=101)

Kak BuIHO M3 JaHHBIX PUCYHKA 3HAYMMOE KOJMYECTBO OOTBHBIX HAXOIUIUCH B
Bo3pacTHOM kaTeropuu 18-35 net (74,3%), mpu 5TOM B BO3paCTHOM KaTErOpUM CTapIIIe
35 net HaxXOAUIUCH 25,7% OONBHBIX.

YuuThiBasi OTCYTCTBUE OKOHYATEIBHBIX JHUATHOCTUYECKUX JIAOOPATOPHBIX U
TUCTONATOJIOTHYCCKUX TECTOB Ha 3a00JICBaHHE, JUATHO3 CTABUTCS UCKIIOYNTEIIBHO Ha
OCHOBAaHMHM KJIMHWYCCKUX JAHHBIX. Pa3uuHble TUArHOCTUYECKHE KPUTCPHH,
WCITIOJIB3yEeMbI€ TP IMarHOCTHKE ITOTO 3a00J1eBaHMs1, OOBIYHO BKIIFOYAIN TOPAKEHUS
CIIM3UCTBIX 000JIOUEK, KOXKHBIC MOPAKCHUS W TOJOKUTEIBHBIN Pe3ynbTaT TECTa Ha
natoyioruro. Hanbomnee mmpoko MCHOIb3yeMbIii HA0Op NUarHOCTHYECKUX KPUTECPUEB

ObUT ycTaHOBJIEH MeXIyHapOAHON HCCIEN0BaTENbCKON TPYMION 1Mo Kputepusim bb,
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Cpenu TpexX W3 MATU Pe3yJabTaTOB (OpabHBIN a(TO3, TCHUTAIBHBIN a(TO3, KOXKHBIC
MOpaXCHHsI, TIOPaKCHHWE TJla3 W TIOJOXKHUTCIBHBINM pe3yjbTaT TecTa MATTEPIHIO)
MPUCYTCTBOBAIM MOPAKEHUS CIM3UCTBIX U KOXKHBIX MTOKPOBOB, BKIIFOYAs OpalbHBIN
adT03, TCHUTAILHBIN apTO3 U KOKHBIC TTOpakeHUs. [[opakeHNUsT KOKU U CIM3UCTHIX
00oJi04ek ObuTH Hanbosiee YacThIMU CUMIITOMAMHU B Hauasle WiK Ha t000ii ctaauu bb.

COOTBETCTBEHHO, MHOTOYUCIIEHHBIM HCCIIEIOBAHUSAM, Hau0oJiee YacCThIMU
cumnromMamu sBIsIOTCA adthl (92-100%), koxHbIe mopaxeHus (38-99%), riasHbie
(29-100%) u cycraBubie nposiBieHus (16-84%). OQHAKO OTCYTCTBHE IMOPAKCHUS
OCHOBHBIX OPraHOB B IepBbI€ roapl bb He mpeamonaraer ymMepeHHOTro MPOTHO3a,
OCOOEHHO JIJIs1 MOJIOJIBIX TAIIUEHTOB MY>KCKOT'O 1M0JI1a. YUYUTHIBAsI, UTO B OOJIBITUHCTBE
CJIy4aeB MOPAXEHUSI CIM3UCTHIX OOO0JIOYEK MOSIBISIOTCS 1O TOTO, KaK Pa3oBbETCA
CEpPbE3HOE MOPAKEHHUE OPTaHOB M B CBSI3U C YEM JAMATHOCTHKA KOKHO-CIM3HUCTHIX
CIEKTPOB HEOOXOAMMa JJIsl paHHEW TUAarHOCTUKHU U JIEYEHUs, KOTOPbIE MPEIOTBPATAT
OOJBIIMHCTBO OMACHBIX MocieacTsuii bb.

B cBsi31 ¢ BBINIEH3I0’)KEHHBIM HAMH MPOBEJICH THIATEIbHBIN aHATN3 TIEPBUYHBIX
CUMIITOMOB HANpaBIIEHHBIX OOJIBHBIX C MO03peHreM Ha bb, koTopslit mpencTaBiieH B

tabmure 3.2.

Tabimuna 3.2. - CMUMITOMATHKA HANPABJICHHBIX NALMEHTOB

Kosn4yecTBO 00J1bHBIX
CuMnTombl (n=101)
Abs %
[TopaxeHus MoaoCcTH pra 68 67,3
[TopaxkeHnus rnas 32 31,7
[TopaxeHuns MoJOBbIX OPraHOB 23 22,8
bonu B cinne 11 10,9
[TopaskeHue cycTaBoB 9 8,9
[Topaxxenne KKT 5 4,9
Koxubie nposiBneHus 19 18,8

[TarieHTH UMEU CUMIITOMBI B CpeiHEM B TeueHue 71,6 Mecsna (quarna3oH oT
10 nueit no 186 MecsueB, cTaHAapTHOE OTKIOHEHHE 74,2 mecsdla) 10 MOCEUIEHUS

Hamiero ncHTpa. I[J'ISI ManMEHTOB C MHOXKCCTBCHHBIMH CHUMIITOMaMH HCIIOJIb30BalIacCh
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POJIOJDKUTEILHOCTh MX CAMBIX PAaHHUX CUMITOMOB. Hanbosiee 4acThiM CHMIITOMOM,
110 TTOBOY KOTOPOI'0 OBLIN HalpaBJIeHbI MAIUCHTHI, OBLIM MOPAKEHHUS MOJOCTH PTa Y
68 (67,3%), 3a xKoTOpBEIMHU ciieoBaM TopaxkeHus a3 — 32 (31,7%), nmopaxeHus
IIOJIOBBIX OpraHoB — 23 (22,8%), koxHble iposiBiieHus — 19 (18,8%), 6omu B civHe —
11 (10,9%), mopaxenue cyctaBoB — 9 (8,9%) u nopaxenue JKKT y 5 (4,9%) (pucyHok
3.3).

80,00%

70,00%  67.30%
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50,00%
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ITopaxenne Ilopa:xkenue Ilopaxenue boau B IMopaxenune Ilopaskenne  KoukHblie
I0JIOCTH pTa rJja3 I0JIOBBIX CIIMHE CyCTaBOB KKT NPOsIBJICHUS
OpPraHoB

Pucynok 3.3. — YacToTa KIMHNYECKUX NPU3HAKOB NIPH HANIPABJIEHUH 00JIbHBIX €

noao3peHueM Ha 6ose3nb bexuera (N=101)

B  mocmeacTBum  Bce  marmMeHThI  ObutH  OOCJIEIOBAaHBI  TPYIIION
MYJIBTHIUCIUILTMHAPHBIX KCepToB bb, BKIIIOUass peBMaToyioroB, AEpMaToIOTOB U
o rampmonioros. beuto MpoBeneHo TIIATETFHOE H CUCTEMATUYECKOE 00CIeI0BaHNE Ha
MpPEAMET KOXXHO-CIM3UCTBIX  TOPAXKEHWH, TJA3HBIX, CYCTaBHBIX, CEPJACUHO-
COCYIUCTBIX U HEBPOJIOTHYECKUX TTopakeHNn . CyCcTaBHBIC CUMITTOMBI JOTIOTHUTEIHHO
OLICHUBAJINChH C TIOMOIIBIO IIEICHANIPABICHHOTO (PU3NYECKOTO OOCIEIOBaHUS |, TIPU
HEO0OXOMMOCTH, PEHTTEHOTPAaMM, YTOOBI pa3audaTh STHOJIOTHIO. BeceM manueHTam
ObLT TIpoBesieH TecT Pathergy.

Pesynbratel ocMoTpa W 71a0OpaTOPHBIX TECTOB NIPH TEPBUYHONM OIICHKE

nanueHToB (N=101) npexncrasiensl B Tadbnuie 3.3.
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Ta6muua 3.3. - Pe3yabTaThl MEAMUMHCKOTO0 OCMOTPA M JIA0OPAaTOPHBIX TECTOB

npu nepBUYHOI onenke (N=101)

Cumnrom /JIaGopaTopHBIil TECT Abs %
OpasibHble IOpaXKeHus (4aile Bcero: <3 KpyribIx odara ryo 92 911
pasmepom 1-5 Mm) ’
['maznbIe mopakenust (HanboJiee YaCTOU MaTOOTHEHN OBLT 59 515
3aIHAI YBEWT, 32 HUM CJIE€J0BAJI IEPEIHHUI YBEUT) ’
[TopaxeHust MOJTOBBIX OPraHOB 49 48,5
CycraBHOe nopaxkeHue (MexaHnuueckasi 00Jb B CycTaBax 99 918
BCTPEYAETCs Yalle, YeM BOCHAIUTEIbHbIA apTPUT) ’
XKenynouHo-KuIIeUHBIN TPaKT (HanOoJiee 4YaCThIM CUMIITOMOM 26 95 7
ObLIa quapes, 3a Hell CiieI0BaIv TOIIHOTA U PEKTOpparusl) ’
Hesponorndeckue mposiBIeHUS 36 35,6
Koxxubie nposiBnenus (y3noBaras aputemMa, ncesaodoimukynur) | 34 33,7
[TopaxkeHus cepaeyHO-COCYAUCTON CUCTEMBI 18 17,8
[TonoxurenbHas peakus [lateprun 28 21,7

Kak BUIHO 13 TaHHBIX TAOJIHIIBI B TPOMKY HanOOJIEe YaCThIX TPU3HAKOB BXOST
opanbHbIe opaxenus y 92 (91,1%) (uarie Bcero: <3 Kpyribix oyara ryb pasmepom 1-
5 mm), tnazaele nopaxkenus y 52 (51,5%) u mopaxkeHus: MoJIOBBIX OopraHoB y 49
(48,5%). HeBposiornueckue v KOKHbIEC TTPOSIBJICHUS] HAOMIOAAIUCH MMOYTH Y KaXKJI0TO
tperbero OospHOro y 36 (35,6%) u 34 (33,7%) coorBerctBeHHO. CycTaBHBIC H
KEIyJOYHO-KHUIIIEYHbIE CHUMIITOMBI BCTpedanuch ¢ 4actoton 21,8% wu 25,7%

COOTBCTCTBCHHO.

3.2. Bepudpuxauuss amarHoza 0ojie3Hu bexdera ¢ HCHO0Jb30BaHMEM

MCECKIYHAPOAHBLIX KPUTEPUEB H UX CPABHUTEC/IbHAA OLICHKA

C 1enpl0 yCTAHOBJIEHHS OKOHYATEIbHOTO JUAarHo3a, HaMU HCIOJIb30BaHBI
Mexnynaponubsie kputepun bb (ITR-ICBD, 2016 r.) (MeXayHapoaHOW TPYIIIIHI IO
MepecMoTpy), OCHOBaHHYH0 Ha aHanmuze Oojee yeM 2500 mnanuentoB bb.
MexnayHnaponnsie kputepun 0one3nu bexuera (ICBD) Oblin co3ianbl B pe3ysbTare
COTPYIHHMYECTBA SKCIEPTOB U3 27 CTpaH JJIs PELICHUS AMArHOCTUYECKOM JHIIEMMBI C

YU4E€TOM HEAOCTATKOB INPECALIAYIIUX KPUTCPHCB. B pE3YIbTAaTC PEBU3UHU BBISACHUIIOCDH,
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YTO TJIa3HBIM TTOPAXKEHUSIM, OPAJIbHBIM ad)TaM U TeHUTAIBHBIM apTaM IPUCBAUBACTCS
no 2 Oajia, TorJa Kak mopaxkeHusiM Koxu, nopaxenuto I[THC u cocymuctsiMm
MpOSIBJICHUSIM TIpucBauBaetrcs 1o 1 Oamry. [Ipu ucnonb3oBaHUM TecTa TMaTEPrus
npucBauBasica 1 Oamn. [lamumenTtsl ¢ oneHkoil <3 cuurtanuch He uMerommMmu bb.
Ouenka 3 cuurtanach BeposiTHOM bb, a onenka >4 yka3piBajla Ha OKOHYATEIbHBIN
nuarno3 bb. Onenka o kpurepun ICBD s moctanoBku quarnosa bb y 00abHBIX C

nogo3penueM Ha bb npencrasnen B Tabuie 3.4.

Tabamua 3.4. - Ouenka no kpurepuu ICBD 115t HOCTAHOBKH 1MAarHo3a 00J1e3HU

bexuera
O6mee Koau4ecTBO 00abHBIX (N=101)
Ouenka bb (0asb) Abs %
<3 Oama 39 38,6
3 dama 19 18,8
>4 Gaia 43 42,6

Hamm pesynbraTtsl okazamm, uto y 43 (42,6%) Obu1 nuaranoctupoBan bb, 19
(18,8%) umenu BeposITHBIN AuarHo3, a bb 0but uckmoueH y 39 (38,6%) nanueHToB.
Peanuu TakoBbI, YTO CYIIECTBYIOT Psiji 3a00JI€BaHUM, AJI1 KOTOPBIX XapaKTepPHO
HOJIMCUHIPOMHOCTh — MOPAXKEHUE KOXH, CIM3HUCTBIX, I71a3, BHyTPEHHUX OPTraHOB U
cyctaBoB. OKOHYATEIbHbIE TUArHO3bl MAIlMEHTOB, Y KOTOPBIX ObLI UCKIHOYEH bBb,
nepedrcieHsl B Tadbmuue 3.5.
Ta6numa 3.5. - OkoHYaTeNbHBII JUATHO3 Y NALMEHTOB, Y KOTOPBIX ObLI

HCKJIIOYEH Tuarto3 6ose3nb bexuera (n=39)

Juarno3 KoanuecTBo 60bHBIX (N=39)
Abs %
[IpocTtrie adTO3HBIE TOPAKEHUS 9 23,1
KpacHsrit Tutockwii nurai 4 10,3
N30nmpoBaHHOE MTOpaKEHUE TI1a3 3 7,7
[1y3sIpuaTka 2 5,1
bonesns Kpona 1 2,6
['eorpaduyeckuii sa3b1K 1 2,6
[Ipocroii reprec 1 2,6
AJbTepHATUBHBIN AUArHO3 TTOCTABJICH HE ObLI 18 46,2
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Kak BUgHO W3 MaHHBIX TaONWI] y MAIlUEHTOB KOTOPHIM HE OBLI MOCTaBIICH
nuarHo3 bb, HanOonee yacTto BCTpedanuch MPOCThie a(TO3HBIE MOPAKEHUS Y 9
(23,1%), 3a Heit ciaenoBan kpacHbld 1ockuit mumai y 4 (10,3%) u uzonupoBaHHoe
nopaxenue rna3z y 3 (7,7%). Cnenyer ormetuth, uto y 18 (46,2%) manueHToB B
rpynne 0e3 Bb Mbl He yCTaHOBMIM OKOHYATENbHBIA AMArHo3. [loCKONBKY 3THX
NAIMEHTOB HAMPABUIIN JJIsl TIOJyYEeHHs] BTOPOr0 MHEHHUS OTHOCUTEIbHO bb, 3a Humu
He HaOmonand, 4ToObl BBIICHUTH, ObUI JU MOCIEAYIOUIUN JTUArHo3 IOCTaBJICH
JIeYallliM BpayoM.

Hanee Mbl cowin HEOOXOIMMBIM (mocie mnpumeHeHus kputepueB [CBD)
IIPOBECTU CPABHUTEIBHYIO OILEHKY IMMAlMEHTOB C OIpeneleHHbIM nuario3oM bb 62
(61,4%), 1 ManMeHThl y KOTOPBIX ObLI McKItoYeH auarHo3 bb 39 (38,6%), kortopsie

npejcTaBiieHbl B Tadauiie 3.6.

Tadauua 3.6. — CpaBHUTe/IbHAS XapaKTepUCTHKA 00JbHBIX ¢ M 0e3 00J1e3HU

bexuyera
¢ bb 0e3 bb P
IMoxa3aTtenn (n=62) (n=39)
Abs % Abs %
Kenmma 24 38,7 28 71,8 | <0,01
Myx4uH 38 61,3 11 28,2 | <0,01
CemeliHbIii aHaMHE3 OpaJIbHOTO adTo3a 22 35,4 7 17,9 | >0,05
Cemennniii anamues bb 7 11,3 1 2,6 >0,05
[Tpo10KUTETEHOCTS CUMIITOMOB, JIET 5,6+£3.9 6,1+3,7 >0,05*
Cpennblii BO3pacT, JIeT 31,2+10,2 33,7+10,8 >(0,05*
UMT, kr/m? 27,2+4.5 26,9+4.7 >0,05*

HpnMeanne: P — CTATUCTHUYCCKAA 3HAYUMOCTb pPa3JINYUA rokazareJiei MCXKAY TrpynmnamMmu (HO
Kputeputo y2, *no U-kputeputo ManHa-YuTHN)

He ObuT0 3HAYUTENBHBIX PA3IUYUid MEXIY IBYMS TPYNIaMU C TOYKU 3PCHUS
Bo3pacta u Beca (Bce 3HaueHus p>0,05). Ilpu srom B rpynme OonbHbIX ¢ bb
npeobnananu MyxuuHbl (61,3% npotuB 28,2% 6e3 bb). IIpoaomkuTenbHOCTh
CHUMIITOMOB TaKke ObUIa OJuHAaKOBOW Mexay rpymmamu (p>0,05*). IlamueHtsr B
rpynne bb uMenu 3HauuTenbHO Oo0Jiee BBICOKYIO PacpOCTPAHEHHOCTh CEMEHOro

anamuesa bb 11,3% no cpaBraenuro ¢ noarpymmoi 6e3 bb 2,6% (p>0,05). Y Hux taxxe
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OblJla 3HAYUTENBHO OOJIee BBICOKAs PACHPOCTPAHEHHOCTh CEMEHHOro aHamHe3a
opaibHOTO adTo3a 35,4% 1o cpaBHeHHIO ¢ rpymmoi 6e3 bb 17,9% (p>0,05).
CpaBHUTENIbHAS XapaKTEPUCTUKA KIMHUKO-IA00paTOPHBIX TOKazaTened y

6omsHBIX ¢ bb u 6e3 bb npeacrasnena B Tabmure 3.7.

Tabommua 3.7. - CpaBHMTeIbHAA XaPAKTEPHCTHKA KIMHMYECKHMX IOKa3aTeseH

00JILHBIX ¢ 1 0e3 00J1e3Hu bexuera

¢ bb o0e3 bb P
CumnromM / JIabopaTopHblii TeCT (n=62) (n=39)
Abs | % |Abs| %
OpaJtbHBIC TTOPAKEHUS 59 1952| 33 | 84,6 | >0,05
ITopakeHus MoJIOBBIX OPraHOB 43 1694 | 6 15,4 | <0,01
I'na3zHble MOpaKEHUS 37 59,7 8 20,5 | <0,001
KosxHbIe niposiBiIeHUS 34 [548| 0 0 <0,001
CycTaBHOE TTOpaKEHUE 16 |258| 6 25,6 | >0,05
KenymouHO-KHIIIeYHBIH TPAKT 12 1194 | 14 | 359 | >0,05
ITopaxeHue cepIeuHO-COCYIUCTON CUCTEMBI 15 242 3 7,7 | >0,05
HeBponorndeckoe BOBICUCHHUE 28 (452 | 8 20,5 | <0,001
ITonoxurenbHas peakuus [lareprum 28 [452] 0 0 <0,001

IlpumMeuaHue: p — CTATUCTUYECKAs 3HAYUMOCTh PA3JIMYMsl TOKasarelied Mexay rpymnnamu (o
KPUTEPHIO ¥

Kak u oxunanoch, mopaxkeHue pOTOBOM MOJOCTH ObUIO Hambosiee YacToit
MPUYUHON HAMPABICHUS K CHEIUANKCTY, a TAaKKe Hanbosee YaCThIM MPOSBICHUEM Y
MAaIMEeHTOB, KOTOPHIM B KOHIIE KOHIIOB ObUIT mocTtaBiieH auarHo3 bb. Ognako u3-3a
BBICOKOW PacpoOCTPaHEHHOCTH peluauBupytoliero agpro3zHoro cromarura (10 20%) B
oOIIel MOMmyJsAIUU, HE SBJSIOTCS HU CHENU(DUUHBIMU, HU NMaTOTHOMOHUYHBIMH JIJISI
bb. HesnmopoBoe cocTosiHMe MOJIOCTH pTa CBS3aHO C 0oJiee TSIKEIbIM TEUECHUEM
3a00JIeBaHMs, U PE3yibTaThl HEJABHUX HCCJICIOBAHUN MHUKPOOHMOMA IOJIOCTH pPTa
MOKa3aJId, YTO MUKPOOHOE COOOIIeCTBO CitoHbI pu bb mMenee pazHoobpaszHo, ueM y
310pOBBIX Jrojiei. Kak BUAHO U3 TaOJIUIIBI TOPaKEHHUS MOJOCTH PTa HE MOIJIU OBITh
JUCKPUMUHALIMOHHBIMM B CITy4asiX C BBICOKOM BEPOSITHOCTBHIO, HAIMPABICHHBIMU
MalMEHTaMU C BBICOKMM mnonao3peHuem Ha bb cnenumamucramu-menukamu. Tak,
Jlercunrep u Ap. cooOmMIIM O KOropre u3 64 MalKMeHTOB CO CIOXKHBIM adTo30M,
KOTOPbI€ OBLTN HAIIPABJICHBI IS OIIEHKH 110 moBoy bb 1 Tosbko 10 manuenTaM B 3ToM

HCCIICAO0OBAaHUN OBLI TTOCTaBJICH JAUardo3 bb. Hamm PE3YJIbTAThl TAKKE ITOKA3bIBAIOT
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AHAJIOTUYHYI0O KApTHHY C BBICOKOW PaCHpOCTPAaHEHHOCTHIO OpaibHOTO adrosa y
narueHToB ¢ bb (95,2%) u 0e3 nee (84,6%). Kpome Toro, mpoctoii adgro3 ObLI
HanOoJiee YacThIM OKOHYATEJIbHBIM JHArHO30M Y TAIUEHTOB, y KOTOPBIX OBbLI
uckmoueH bb. KpacHell miockuil nummad, W30JMPOBAHHBIC TMOPAXECHUS IJ1a3,
my3bIpyaTKa, reorpaduyeckuil s3bik, Oojie3Hb KpoHa M mpocTOM reprec ObuH
JPYTMMH JIMarHO3aMH B OTOH KOTOpTE, KOTOPhIE MOTYT OBITh TOYHON OIICHKOMU
Haubosee pacnpocTpaHeHHBIX MU depeHIanbubIx Anarno3os bb.

HamnpoTuB, mnopaxeHus T€HUTAIUNA W TJIa3 C BBICOKOW BEPOSITHOCTHIO ObLIH
3HAUMMBbIMU TipeaukTopamMu bb y mamuentoB. Kak reHutasibHble, TaKk U TJa3HBIC
MPOSIBJIEHUS MMEIOT HEOJHOPOJHYIO PACIpPOCTPAHEHHOCTh CPEAU HMCCIIEIOBAHUN C
OOJIBIIMMHM STHUYECKUMH M PETHOHAJIBbHBIMU pazmnuusMu. OjHako oHU Ooiee
cnequ(UYHbl, YEM MOPAXKEHUs MOJIOCTU pTa. YBEHUT - HauOoJiee 4acToe TJIa3HOe
nposiieHue 1pu bb, 4TO Takke HMMENIO0 MECTO B HaIleM HCCleIoBaHUU. MBI
OOHApYXWJIM, 4YTO HE TOJBKO TJa3Hble TMopaxeHus npu bb sBisiorcs
BBICOKOCTICIIU()MUHBIMUA Yy TAIMEHTOB, 00CienoBaHHbIX Ha Bbb, HO W malueHTHI,
HaIpaBJICHHBIC 0()TAIEMOJIOTraMH1, UMEIOT 3HAYUTEIIBHO 00JIee BHICOKYIO BEPOSITHOCTD
nuarHoctupoBath bb. To ke camoe He OTHOCHIIOCH K IPYTUM CIIEIUAIBHOCTSIM, TaXKE
K peBmaTosiorud. CiieryeT TakyKe OTMETHUTD, YTO XapaKTep 0OpalleHus: Bpauei B 3 TOM
HCCIICIOBAaHUM HE MOXET ObITh 0000IIeH Ha TO, YTO MPAKTUKYETCS BO BCEM MHUpE.
3HAYUTEIBHBIN MPOIIEHT BHIMTYCKHUKOB HAIIIMX CTUTICHIUM UMEIOT YACTHYIO IPAKTUKY
W SBJSAKOTCS OCHOBHBIM MCTOYHHMKOM HAIpaBJICHUM UIsI HalleW KIWHUKUA bb.
Hamnpotus, B Apyrux crpanax HanboJiee paclpocTpaHeHa MPaKTHKa, KOT/1a MallueHTOB
¢ bb HanpaBisSItOT AEPMATOIOTH, TPAKTUKYIOLIHUE B AKAAEMUYECKOU CPELE.

[Ton0XXHUTENBHBIA TECT HA MATEPTHIO SIBISCTCS HEOOs3aTeIbHBIM KPUTEPUEM B
pexomenaanusax [CBD no 1ByM OCHOBHBIM IPUYMHAM: BO MHOTHX CTPaHax 3TOT TECT
HE SIBJISIETCS] YACThIO PYTUHHOTO yXO0Ja 3a namueHtaMu. Kpome Toro, He CyIllecTByeT
CTaHJIAPTU3UPOBAHHOTO MPOTOKOJA JUISI TMPOBEJASCHUS TECTa, YTO CHHUXKAET €ro
MPOTHOCTUYECKYIO CIIOCOOHOCTD. [Ipy ATOM MOJOKUTENBHBIM TECT HA MATEPTUI0 ObLI
HanOoJIee TOYHBIM JUATHOCTUYECKUM HMHCTPYMEHTOM B 3TOM HCCIEAOBaHWH. B TO

BpeMmsi, Kak Tosibko 28 (45,2%) nmanuentoB ¢ bb nMenu monoxuTenbHbId pe3ysbTar,
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HU OJIMH U3 ManueHToB rpynmsl 6e3 bb He mokaszan nonoxutenbHoil peakiuu. B csizu
C 3TUM, MBI TIpeajiaraeM YHU(HUIIUPOBATH MIPOTOKOJ MPOBEICHUS TECTa MATEPIrHH,

KOTOPBII 0Ka3aJICsi O4eHb IMPOTHOCTUYCCKUM TECTOM (PHCYHOK 3.4).
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Pucynok 3.4. — CpaBHUTe/IbHASI XAaPAKTEPUCTUKA KIUHUYECKHUX NMPOSIBJICHUH Y

00JILHBIX ¢ U 0e3 00J1e3Hu bexuera

B 3akmouenne, npu wuccienoBanuu 101 manuMeHTOB, HANpaBICHHBIX B
peBMarosiorndeckuii  kabuuer, y 62 (61,4%) mnauueHTOB ObLIa OKOHYATEIBHO
nuarHoctupoBaHa bb. B 3ToM Koropre mamueHToB, y KOTOPBIX MPEAITOI0KUTEIBHO
OblIa BBICOKAas BepOSTHOCTH bbb, mopakeHus ri1a3 M TIEHUTAIMH BMECTE C
IIOJIOKATENIBHBIM TECTOM MAaTEPTUM 3HAYMTENIBHO 4Yallle BCTPEYAIOTCA Y Te€X, Yy KOro
OKOHUYaTeNbHO AuarHoctupoBana bb. Kpome Toro, y manueHToB Obljia 3HAYUTEIBHO
BBIIIE BEPOSATHOCTh BOBJICUEHHS] HECKOJIBKUX OpPraHoB (=2 CHUCTEM OpraHoB).
Pe3ynbrathl 3TOr0 Hccae10BaHus MOTYT OBITh HCIIOJIb30BaHbI B CIIELIMATU3UPOBAHHBIX
PEBMATOJIOTUYECKUX KIIMHUKAX, KOTOPBIEC €KETHEBHO CTAIKUBAIOTCS C MALUEHTAMU C
BBICOKOM BEpOSTHOCThIO bb u arunuueeiMu nposiBieHusmu. Kpome Toro,

AJIBTCPHATHUBHBIC JTUAIHO3bl, YCTAHOBJIICHHBIC B 3TOM HCCIICIOBAHUHU, MOTYT OBITH

(e)]
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WCITOJTb30BAHBI B KauecTBe CIIUCKA HanOosee pactpoCcTpaHEHHBIX
mudepeHnnanbHbIX Tuarao3os bb.

OpHako MOpakeHHs] POTOBOM MOJIOCTH, BOBJICUYEHHE CYCTABOB U >KEIIYAOYHO-
KHIIICYHBIC TTPOSIBIICHMS OBUTA CXOHBIMH MEXKIy TpynmnamMu. KpoMme Toro, manueHTsI ¢
bb 3HaunTeNnbHO Yallle UMENH MOPaKeHNE HECKOJIbKUX OPraHoOB (=2 CUCTEM OPTaHOB).

Kannnueckuii ciayyail. B peBMaronormueckoe oOTIelIeHUE NOCTymua 22-
JIETHUM ManueHT, A.P., MyX4nHa, KOTOpBIM, KaK U3BECTHO, HE TPUHUMAET JIEKAPCTBA
WM HE CTPaJaeT KaKUMU-TMO0 XpOHUYECKUMHU 3a00seBaHusIMU. B Teuenue 12 nueit y
Hero HaOmmomanack octpas 00lb B TPYAM, ONBINKA MpU (U3HUECKOW HArpy3Ke U
KPOBOXapKaHbE, CBI3aHHBIC C CYOBEKTUBHOU JTUXOPAAKOHN M IIOTOOTICIICHUEM.

B anamuese umen penuauBupyroiie 00JIe3HEHHBIC S3BbI BO PTY (OT OJHOMU 10
YeThlpeX HEOOIBbIIMX $3B) B TeueHUE 3-5 aHell B TeueHue 4 MecsleB, KOTOphIE
CIIOHTAHHO WCYE3NU. Y TaIlMeHTa TakKe HaONI0JaINCh YacThle PEIMIUBUPYIONINE
OOJIC3HEHHbIE A3Bbl HAa T€HUTAIMSIX, B OCHOBHOM Ha MOIIOHKE. XOTS MaIMeHT He
MIPUICPKUBAJICS OTPEACICHHON JHETHl, OH HCIbBITA] 3HAYUTEIBHYIO TIOTEPI0 Beca
noutu Ha 8 kr (13% ot oOmieit Macchl Tena) 3a 6 MecsieB. He Obuto oTMedeHO
3HAYNTEILHOTO CEMEWHOTO aHaMHe3a PEBMATOJOTHYCCKUX WM ayTOMMMYHHBIX
3a00JIEBAHUI, WJIH MTOJOOHBIX COCTOSTHUH.

Bo Bpems oOcnemoBaHusl MarMeHT OBLI TOJHOCTHIO B CO3HAHWHM, HE OBLI
JIE30PUCHTUPOBAH W HE HCIBITHIBAT CTpecca. ApTepHalbHOE AaBJICHHUE TMalleHTa
coctaBysuio 126/70 mm pT.cT. Bo pTy manuenTta Oblu OOHAPYKEHBI TPU HEOOJIbIIINE
OOJIC3HEHHBIE SI3BBI OKPYTJIION (DOPMBI HA CIU3MCTONM OOOJIOYKE pTa M 'y OCHOBAHUS
s3blka. Ha renurtanusx, a MMEHHO Ha MOIIOHKE OOHapy>KeHa oOjHa HeOoJbIIas
OOJIe3HEeHHAsI HETHOIHAS S3Ba.

JlaGopaTopHBle JaHHBIE MALMEHTAa: KOJMYECTBO JeiikonuToB 13,7 x 10%n
(aeititpoduner 68%, mumdorutel 25%), ypoBeHb remoryiobmna 11,8 mr / i,
KOJIM4uecTBO TpombouuTos 337 x 10% 1, npoduns koarynsuun HopmanbHbii (MHO
1,1), D-mumep 0,04 mr /1, ckopocth ocenanus 3putporutos (COID) 78 mm/uac u C-
peaktuBHbi Oenok (CPB) 10,9 monoxkutenbHbix. DyHKIIMOHATBHBIE TECTHI TOYEK,

q)YHKHI/II/I ICYCHU U OJICKTPOJIUTEI ObLIN B npeaciax HOpMBI. CKpI/IHI/IHI‘OBBIe TCCTHI HA
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Bupyc rematura B (HBV), Bupyc remaruta C (HCV), a Taxxke BHpYC
ummyHoneduiuta uenoBeka (BUY) Owbutn oTpumarensHbIMH. TyOepKyITuHOBAS
KoXHasi npoda 8 MM. CKpUHHMHI C HCIOJIb30BAaHUEM TpexX 00pas3lioB MOKPOTHI Ha
KUCJIOTOYCTOMYMBBIE  OalWIIbl, TOJMMeEpasHyro uenHyr peakuuio  (ITIIP),
tyoepkyne3a (Th) u GeneXpert 6p111 oTpuniaTenbHBIMU. Ha anexTpokapauorpamme
(OKT) BoisiBieHa cuHycoBas Taxukapaus. Penrrenorpadus rpyaHoit kietku u 9xoKI
HE 00HAPYKUIIU OTKIIOHEHUS.

[Ipu oOcnenoBaHuM I1a3HOTO AHA OOHAPYKEHBI JIBYCTOPOHHSS JEreHepalus
CTEKJIOBUIHOTO TEJA U OCTPBIN 3aTHAUN YBEUT.

VY3U OpromHoi MOJOCTU C JOMNIUIEPOM MOKa3ajdl OJHOPOAHYIO 3XO-KapTHHY
HOpMaJbHOM IE4YeHH Oe3 pPACIIMpEHUs BHYTPHUIIEUEHOUHBIX KEIYHBIX KOPEILKOB.
[laneHT MMeNn HOpMaJIbHBII AMaMETP BOPOTHOM BEHBI U OOILET0 XKETYHOIO MPOTOKA.
Cene3enka umena o0BEMHYIO YBEJIWYEHHYIO (OpMy C pa3MaxoM Okojo 13 cMm u
OJTHOPOJIHBIM 3XxocurHasioM. HaGmiomanace HOpMaiibHash HPOXOAMMOCTb M LIBET
JONIUIEPOBCKOIO CUTHaja MOPTaJbHOM, BEpXHEW OphIKEEUHOM M CElIe3€HOYHOM BEH
0e3 nmpu3HakoB TpoMO03a. Backynut Ob11 0OHAPYKEH C TOMOIIBIO0 (PITFOOPECIIEHTHON
aHrHuorpaduu raa3Horo JHa.

Jlevenmne. IlanmeHT moNy4asl BHYTPUBEHHYIO IIYJbCOBYIO CTEPOUIHYIO
TEepanuioo MeTWINpeaHu30oHoM (1 r© B TeueHue 3 AHEH) W TOIKOXKHYIO 103y
sHokcanapuHa (1 mMr/kr? pasa B cyTkn). KIMHUYECKOE COCTOSHME MAllMEHTa HAYANIO0
ynydmatbes. [lanmeHT ObUT BBIMHCAH C PEKOMEHAALMEN Mpuema MpeAHU30JI0HA
(moctenernas 103a 50 mr/aens), koaxunuHa (0,5 Mr 1Ba pasa B JicHb). [TalineHT Takxke
JOJKEH OBbUT MPOXOAWTH MOBTOPHOE OOCIENIOBAHHME B OTIEJIECHUU PEBMATOJIOTHH,
MYJBMOHOJIOTHH U 0()TaIbMOJIOTHHU HE paKe OJJHOTO pa3a B Mecsll. Yepe3 9 mecsiies y
nanueHTa Obuta nosjHas pemuccus. COD u CPb 6butn moBTOpEHBI uepe3 3 Mecsia u
noka3ajan HopMalibHble 3HaueHus. Cnycts 9 mecsuen Obu1 poBesieH MPT ronosaoro
mosra u OxoKI'. Tlpu3HakoB aHEeBpU3M, BHYTPHUCEPACUYHOTO TPOMOA WM HOBBIX
JIETOYHBIX TPOMOOB He ObL10. B X0/1€ HaOII0IeHNs OCIIOKHEHUM HE HAOII0AaI0Ch.

B »TOM cityuae Mos1010¥ MyK4KHa, Yy KOTOPOTO paHee ObLIM PeLUIMBUPYIONINE

A3BBI IIOJIOCTH PTAa H FCHUTAIMA | KOTOprﬁ HEC 06pa1uanc;1 3a MCHHHHHCKOfI
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MOMOIIbIO, ObUT HAaKOHEI] TOCIHUTAIU3UPOBAH B OTAEJICHHE HEOTJIOKHON MOMOIIU
IIOCJIE BBISBIICHUS COCYIUCTOrO ocyioxkHeHus bb. Ilockonpky y manyvenTa B anaMHe3e
Obula JMXOpajgKa, IOTEpPs Beca M KPOBOXAapKaHbE BO3HHUKJIO IOJO3PEHHE Ha
TyOepKyJe3, W HalueHT ObUl moMenieH B u3oisITop. OpgHako TyOepKyse3 Obul
UCKJIIOYEH. Y Hero Takxe ObUIM KilacCuueckue nposiBieHus bb B Buje 5138 B 0J0CTH
pTa M TEHUTAIWH, IUIIOC TJIa3HbIE CUMITOMBI. IIOCKOIBKY y HanueHTa TaKxKe
Habmoganach octpas O0oJib B TPYIH, OABIIIKA W KPOBOXapKaHbe, MMOA03pPEBaJIOCh
COCY/IUCTOE MOpPaXEHUE JMOO aHEBPU3MBbl JIETOYHOM apTepuu, b0 TpomOo3a
neroyHoit aprepun. KT mokazana TpomM003 JEroYHON apTEpUU C JIETOYHBIM Y3JIOM H
VCKIIFOYEHHE aHEBPU3MBbI JIETOYHOU apTepuu. J[MarHo3 TpoM003 JEroyHoi apTepuu

OBLI TTOCTaBJICH A0 COOTBCTCTBHUA KPUTCPUAM bb.
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I'nasa 4. Kiimnuko-aemorpaguyeckass H MMMYHOJIOTHYECKASl XapaKTePUCTHKA

00JBLHBIX ¢ 00J1e3HBI0 bexuera

4.1. Knunuko-gemorpaguyeckasi XapakTepucTuka 00JbHBIX ¢ 00/1e3HBIO

Bexuera

B mnHacrosmee Bpems stuonorus bb ocraercsa HEsACHOW, OJHAKO MHOTHE
UCCJIEIOBATENU COTJIACHBI C TEM, YTO 0OOJIE3Hb BBI3BIBACTCS BO3ACHCTBHEM (DaKTOPOB
OKpYyXarolenl cpepl, TaKUX Kak MHQEKIIMOHHbIE areHThl W JApYyTue, y JIoJeh ¢
TEHETUYECKOM TPEAPACIONIOKEHHOCThIO. [IOBBIIEHHAs PacIpOCTPaHEHHOCTh Ha
«IIlenkoBOM ITyTH» M CEMEWHAsl arperanys MpearonaraloT HUIMYAE TEHETUYECKOTO
3JIEMEHTA, XOTs 0ose3Hb bexuera He BKIIOYEHA B PAHT HACIIECACTBEHHBIX OOJIE3HEM.
Hawubonee wactas acconuanus cBs3ana ¢ Hocutensimu HLA-B51 / BS, koTopeie umerot
BBICOKUH pUCK pa3BuTHsA O00se3Hu bexuera no cpaBHeHuio ¢ He Hocuteasimu. HLA B51
- pacIpoCTpaHEHHBIN TeHeTH4YecKuil (pakTop, pacpOCTPAHEHHBIH Cpear HaceJeHUs
Anonun, bmmxkaero Bocroka u Typuun. Bbeuio maeHTUGUUIHUPOBAHO HECKOIBKO
JIPYTUX TeHOB, BKIItoUas (haktop Hekposa omyxonu (TNF), 6enku temmoBoro moka u
T'eHbl, CBA3aHHbIE C LIEMSIMU Kjacca | TIaBHOro KOMILIEKCa THCTOCOBMECTUMOCTH. Tem
HE MEHEee UX HEe3aBUCHUMBbIM BKIIA]l B pa3BUTHE 00JIe3HU bexueTa ocTaeTcsi CIOPHBIM.

YuuteiBas yHUKaNIbHOCTH Teorpaduu bbb, ™Mbl counu HEOOXOIUMBIM
IIPEACTABUTh dTHUYECKYIO XapaKTEPUCTUKY bb B TaIPKMKCKON NOMYJIALINH.

Ta/KUKUCTAaH — HMCTOPUYECKH CIOKMBLIASACSA 4YacTh JpeBHEro Bemukoro
HIENKOBOIO IyTH, MO CYTH, SIBJSIETCSA DHAEMUYHOM B oTHomeHun bb teppuropuei.
M3BecTHO, 4TO cBeleHMs 00 UCTUHHON pacnpoctpaHéHHocT bbb, ocobeHHOCTsIX
KJIMHUYECKOIO TEYEHUS MOYKHO IIOJIYYUTh TOJBKO HA OCHOBAHUM CIIEL[UATIBHO
OpPTraHW30BaHHBIX JIHIEMHUOJIOTHYECKUX HCCIEAOBAHUNA, B KOTOPBIX INPUMEHSETCS
A100 TMOTOJOBHBI OCMOTp, JMOO aAHKETUPOBAHUE PEMPE3CHTATHBHBIX TPyHI C
MOCIEAYIOUUM 00CJIEJOBAHUEM BBIIEJICHHBIX KOHTHHITEHTOB HaceneHus. OmHako
TAaKUX MHOTOLIEHTPOBBIX HccienoBanud B PT He mpoBommiock. IlpencraBieHHbie
HIKE JaHHBIE OCHOBAHBI HA OILIEHKE OOJIe3HH MO O0pallaeMoCTH, MOATOMY OHHU HE

OTPAXKAOT TOYHOI'O COCTOAHUMA 3a00J1eBaCMOCTH I10 pCCHY6JII/IKC, TEM HE MCHEC, UX
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aHallu3 JEMOHCTPUPYET KapTHUHY, OTPAXKAIOIIYI0 MHOTOJUKOCTh KIMHUYECKOU
CUMITTOMATHKH.

TamKUKUCTaH TOpHAs CTpaHa C PE3KO KOHTMHEHTAJIbHBIM KIMMAaTOM OOIIeH
wiomaaeio 143,100 kB. kM. 93% TeppuToprn 3aHUMAIOT TOPHI, TOJIHHBI U PABHUHBI —
b /%. Hacenenue 2022 1. - >9 mmnuona yenosek. [Ipupoct Hacenenus 3a 10 net-
23%, ropon - 26,5% u cenbckoe HaceneHue-73,5%, CpeaHuit Bo3pacT HaCEJICHHS —

22,5 net, no 30 net — 70%. DTHHUECKHUI COCTaB pecnyOauKH MpeaCTaBieH (PUCYHOK

4.1).

13,90%
0,80%
0,50% O TaKuKH
0,20%

0,30% Oy30exn
O xuprussl
Opycckue
B TypKMeHbI
Oapyrue

84,30%

Pucynok 4.1. - Itunueckuii cocraB Pecnyosmkn Tamxukucran

Paznuunble KiinHMYECKHE NPOSABIEHUS U 4acToTa bb 3HaUMTENBHO pa3nuyaroTCs
B 3aBHCHUMOCTH OT PErMOHA, U MBI SIBJIIEMCS CBUJETENSIMU BCEX HOBBIX IyOIMKaIUM 1
UCCIIEIOBaHUM 1O 3TOM mpoOieme. bpuio 0OHapykeHO, YTO MATOJOTUS HMEET
OTUETJINBOE reorpaduueckoe paclpocTpaHeHNE BJI0JIb Tak HazbiBaeMoro «lllenkoBoro
nytu», oT CpenuzemMHomophsi 1o JlansHero BocTtoka, u Oonee pacnmpocTpaHeHa B
Typuun, Upake u U3paune, ueM B apyrux yactsax 3emHoro mapa (BemukoOpuranus,
Ucnanusi, ®panmms u CIHIA). bonee Toro, gaxe HEKOTOpPbIE KIWHUYECKUE

NPOSIBICHHS] JIEMOHCTPUPYIOT PETHOHAIBHBIE DPa3auyuMsl (HAIpUMep, NOpPaKEHUs
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KEJTyT0YHO-KUIIEYHOT 0 TPaKTa yalie onuckiBaercsa Ha [lansHeM Bocrtoke, HO pexe B
Typuun). Takxke U3BECTHO, UTO paCIPOCTPAaHEHHOCTh bb cHMXkaeTcs ¢ rora Ha ceBep.

CuHJIpoM yallie BCTpEYaroTcs B TPEThEM JIECATUIICTUH, TOT/1a KaK Hadyajio PeaKo
BcTpeuaeTcs B neTcTBe u crapiue 50 set. Tedenue 0one3nu 0osee TAKEI0e y MOJIOABIX
NAIMEHTOB C YaCcTO HA0JII01a€MbIM MTOJIMOPTAaHHBIM MTOPAYKEHUEM.

Kpurtepusimu BKIIOUEHHUSI COOTBETCTBOBAJIN B OOIIEH CIIOKHOCTH 62 TAIlMEHTOB
¢ bb (38 myxuuH u 24 >xeHIIMH), HAOIIOAABIINXCS B YCIOBHUIX PEBMATOIOTHYECKOTO
ornenenuss ['Y HMI[ PT «llludobaxur» c 2014-2022 rr. u yacTh OOJBHBIX
HaOmoamace amOynaropro ¢ 2017 mo 2022 r., cpennuii Bo3pact — 31,2+10,2 rona,
Menuana jaurenbHoct bb — 67,2 [26,0; 164,0] mec (oxono 6 net). Bece manueHTsl
COOTBETCTBOBAIM KJIACCHU(PUKAIIMOHHBIM KpPUTEPUSIM MeXAyHapOIHON TPYIIBI MO
n3zyuenuio bb (ISGBD) 1990 r. u Mexnaynapoausim kputepusim bb (ICBD) 2014 r.
ITo wanexcy BDCAF (Bechet Disease Current Activity Form) — ompenensiiach
CTENEHb aKTUBHOCTH.

WuTepecHple  JaHHBIE MBI  TOAYYWIA TPU  aHAIM3€  ATHUYECKOU
MPUHAICKHOCTH 00CcIeayeMbIX HaMu 0osbHBIX ¢ bb. DTHUUYeckas mpUHAIICKHOCTD

y 6oabHBIX ¢ bb (N=62) npexacrasiena B pucyHke 4.2.

9,70%

= CMelaHHbIe
(Y30eKH+TaTKUKH)
38,70%

24,20% " y30eKH

" TaJKUKH

aApyrue
HALHOHAJIBHOCTH

27,40%

Pucynok 4.2. - Perucrpauusi 60os1e3ub bexyera B 3aBHCHMOCTH OT 3THHYECKOU

NPUHALJIEKHOCTH (N=62)
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Haubonee pacnpocTpaHEHHOW OSTHUYECKOW MPUHAIJIC)KHOCTBIO  Cpeau
MAIMEeHTOB OB cMemaHHbIMU (y30eku+Tamkukn) — 24 (38,7%), 3a HUM ClieIoOBaJIH
y30eku — 17 (27,4%), Tampxuku — 15 (24,2%), npyrue HallMOHAILHOCTH COCTABJISIIN 6
(9,7%).

XOTs 3TUOJIOTUS OOJIE3HU OCTACTCSI HESICHOM, CUMTAETCS, UTO KAK TeHETUUYECKUE
(akTopbl CIOCOOCTBYIOT BO3HUKHOBEHHIO M IporpeccupoBanuto bb. Ceronus
CYIIECTBYET OOHOBJICHHBIN B3IJISII HA T€HETUYECKUH NaHamadT u apxutektypy bb.
PemnrensHo moaiep:kuBaeTcsl BKJIAJ TeHeTHueckux (aktopoB B martoreHe3 bb. B
Hagaie 1970-x ObUIO cooOmEeHo 00 wuAcHTHGUKAMUK OO0JaCTH YEIOBEUECKOTO
aevikorurapHoro anturena (HLA) kak mepBoil  reHeTHdeckod — 00OJIacTH
BOCIIPUUMYHMBOCTH K Oosie3nn bexuera. CmycTs NSATHIAECAT JIET CJIOXKHAsS 3ajada
pa3raiku TeHETUYECKON apXUTEKTyphl bb Bee eme npoaoimkaercs.

B cBs3M C BBIIIEU3TOKEHHBIM MBI COWIM HEOOXOJIHUMBIM  OIICHUTH
HACJIEICTBEHHOCTh bexueTa W Ipyrux peBMaTUUECKHX 3a00JieBaHMM myTem cOopa
aHaMHe3a marueHToB. OTATAlIeHHOCTh CeMEHHOro aHaMmHe3a y OonbHBIX ¢ bb

MPEJICTABJIEH B pUCYHKE 4.3.
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Pucynoxk 4.3. - AHaamu3 ceMelHOI OTATOINEHHOCTH TALNMEHTOB C 00J€3HBIO

Bex4yera mo ayrouMMyHHBIM 3200J1€BAHUSIM
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B uemom y 17 (27,4%) nanuentoB ¢ bb umeno Mecto OTArOMIEHHOCTh
CEMEMHOro aHaMHe3a MO AayTOMMMYHHBIM 3a00JieBaHMAM. AHAJIN3 POIOCIOBHOMN
BBISIBUJ 7 POACTBEHHUKOB CO CXO0KMMHU cuMITOMaMu. M3 HUX y ABOMX OOJNBHBIX Opar
¥ OTeIl IMEIOT MPU3HAKU TOPaKEHUs TJ1a3 (y OTIIa CJIEToTa), y OJHON OOJBHOU SIS
CTpaJaeT pEUUAUBUPYIOIIMMM SI3BaMM  BO PTY, M OH YyMep OT paka
HOCOIJIOTKM. PeBMaTOuAHBIN apTPUT U CHOHIMIUIOAPTPUT HAOJIIONAJICS B aHAMHE3E Yy
POJICTBEHHHMKOB y 6 M 3 MallUEHTOB COOTBETCTBEHHO, CAPKOM03 B aHaMHeE3e ¥ 1.

Kimanueckue nposiBiieHuss bb HEOAHOPOIHBI M MOTYT MOpa)XaTh MPAKTUYECKH
BCE CcHUCTeMbl oOpraHoB. BnepBeie bb Obul1 onucaH Kak JepMaToJIOrH4ecKOe
3a0oeBaHue, TMpPU OTOM  KOXKHO-CIM3HCTBIE MOPAKEHUSA  SBISIIOTCA  €ro
OTIIMYUTENBHBIMU NprU3HaKaMu. OJIHAKO IJ1a3HbIE, CEPIEUYHO-COCYAUCTHIE, CYCTaBHBIE,
HEBPOJIOTMYECKUE U JKEIyI0YHO-KUIIEUHbIE MPOSIBICHUS TAKKE PacHpOCTPaHEHbI U
MOTYT IPHUCYTCTBOBaTbh OJHOBPEMEHHO WJIM HET, YTO YCIOXHSET IOCTaHOBKY
nuarno3a. KinHuueckue mnposiBieHUs B jAe0roTe 00Je3HH pa3HOOoOpa3Hble U HUX
(deHOTHUN, YacToTa HAXOJATCSA B MPAMON 3aBUCUMOCTH OT PErMOHa, BO3pacTa M Ioja.
CorylacHO 3azadaM MCCJIENOBAHMS, Mbl IPOBEIM AHAJIU3 IEPBBIX MPU3HAKOB B
n3ydyaeMou koropte. B pucynke 4.4 nmpeacraBieHa 4acTOTa KIIMHUYECKUX MPOSBICHUM

Oonie3nu bexuyera B nedrore.
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Pucynok 4.4.- Yacrora KJIMHN4YeCKUX NMPosiBjeHuil 0oJsie3nn bexuera B ae0rore
(n=62)
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A3Bel B mosiocTH pra BeTpedaroTes y 97-99% mnaumentoB ¢ bBb um yacto
NPEJCTaBISIIOT COOOM HayalbHBIA KIMHUYECKH cumnToM. [lopaxkenus 0OBIYHO
OOJIE3HEHHBI, PEUUIUBUPYIOT, MHOMXECTBEHHBI MU MOTYT MOpaxaTb MsTKoe He0o,
TBEpJ0€ HE0O, CIM3UCTYIO0 000JIOUKY IIEK, S3BIK, TECHY, TYObl U MUHIAIUHBI. boiee
90% 3B BO pTy 3akuBaroT Oe3 pyOueBaHus. B Hamux uccnenoBaHusX aTO3HBIN
CTOMATHUT B JIe0I0TE BCTpeyascs ¢ HauboubIeit yactoroi — 87,1%.

OnucaHo HECKOJIBKO KOKHBIX IposiBieHui bb. Y3noBaTas spureMa Ha HUKHUX
KOHEYHOCTSIX SIBJIIETCS OOBIYHBIM siBiIeHHEM. [lopakeHHsl y3JI0BaTON 3pUTEMBI,
cBs3aHHbIe ¢ bb, neMoHCTpUpyIOT O0Jiee BACKYJIUTHBI KOMIOHEHT IO CPABHEHHIO C
y3JIOBaTOM 3PUTEMOM, KOTOPAs SIBIISIETCA WIUOMATHYECKON WM BBI3BAHHOU JIPYTUMHU
npuuuHamMu. [loBepXHOCTHBIH TPOMOO(IIEOUT, MPOSBISIIOIIMICA B BUJIE Y3JIOBBIX
MOPaKEHUI, MOXET OBITh CBSI3aH C TPOMOO30M ITyOOKHMX BeH. [lopaxeHus akHe u/munu
nceBAO(OIMKYINTa pPACIPOCTPAHEHbl, HO HeclneUu(pUYHbl M MOTYT OBITh
HEOTJIMYMMBI OT OOBIYHBIX MpbIIIEH. J[pyrue omnucaHHbIE KOXKHBIE MPOSBIICHUS
BKJIFOYAIOT TAHTPEHO3HYIO TMOIEPMUIO, ITYCTYJIE3HBIE BACKYJIUTHI, KOKHBIA BACKYJIHUT
MEJIKUX COCYJIOB U MOpa)keHUsi, NoJ00HbIe cuHIpoMy CBHTa. Y HaOII0aeMbIX HaMU
OOJBLHBIX BTOPOH IO YaCTOTE MPHU3HAK B Ie0I0TE ObLTH KOXKHBIC MposBiIecHUS — 51,6%.

bonee 50% mamnuentoB ¢ Bb nmerT mopaxkeHue rias, XOTs TOpas3jo dyaille
BCTPEUAETCS y MY>KUMH U MOJIO/IBIX MAllMeHTOB. [TopaxeHue ria3 oObIYHO HE SIBISIETCA
paHHUM Tpu3HaKoM bb, HO 0OBIYHO BO3HUKAET B TEUEHHE MEPBBIX HECKOJBKHUX JIET
1ocJie IOCTaHOBKU JMArHo3a U Pe/Iko BO3HUKAET Ha MO3JHUX CTaAUsIX 00JIe3HH, eCin
HE MNpOSBIAETCA paHblie. YacTo BCTpeyaercss pPEeUUIUBUPYIOIIUN, XPOHUYECKUM,
JIBYCTOPOHHUN YBEUT C MOpPaXEHUEM KaK MEepeJHEro, Tak U 3aJHEr0 YBEAJIbHbIX
TpakToB. [lepenHuii yBEUT BBI3BIBAET JPUTEMY M CBETOOOSI3Hb, a 3aJIHAN YBEHT
BBI3BIBAET MOTEPIO 3peHMsl. CBA3aHHBINA C TUIONMUOHOM YBEUT BCTPEUAETCS pexke, HO
OYEHb CEepPbE3EH, IMOCKOJIbKY IMOYTH BCErja COMPOBOXKIACT TsKelIoe 3a00JieBaHUE
cetuaTku. [lopaxkeHne ceT4aTKu MpU BACKYJIUTE CETUYATKU MOXKET ObITh 3aMEUEHO U
SBJISIETCS] IPUYMHOMN CIIEMIOTHI Y 3TUX MalMEHTOB. KOHBIOHKTUBUT U U30JIUPOBAHHBIN
nepeIHull yBEUT BCTPEUAIOTCs peiko. B Hammx HaOII0AeHUSIX T1a3HbIe POSBICHHUS B

ne0rTe BCTpevyalruch ¢ yactoTon 16,1%.
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BocnanurenbHblii HEIPO3UBHBINA HeaehOPMUPYIOLIUN apTpUT HAOTIOAAeTCS Yy
50% mnanmentoB ¢ bb wame BcTpewaeTcss y MAalMEHTOB €  aKHEQOPMHBIMHU
nopakeHussMH. OOBIYHO 3TO CHUMMETPUYHBIA HJIM ACUMMETPUYHBIN OJTUTOAPTPUT, HO
Tak)kK€ MOTYT HAOJIOMaThCS TOJMAPTPUT W MOHOApPTpHT. [lopakeHne CycTaBoOB
SBJISIETCS MepUPEpPUIECKUM, U BOBJICUCHUE TTO3BOHOUYHHMKA WJIU CAKPOUJICUT OOBIYHO
He HaOJIaeTcs, 4ro OTIMYaeT ero oT cBs3aHHoro ¢ HLA-B27 sposuBHOTO
cakpomienta. KoeHn SBISIOTCS HanOosIee 9acTo MOpakaeMbIMU CYyCTaBaMH, 32 HUMHU
CIICAYIOT JIOJIBIKKH, 3aISICThs U JIOKTH. bonu B cycTaBax (apTpajiruv) ¥ MUAJITHU B
nebroTe BcTpedauch 8,1%.

A Takue kmuHUYecKre nposBieHus kak mopaxenune [{HC — 4,8%; XKKT — 3,2%;
TpoM0O03bI — 1,6%; srtuauauMuT — 1,6% BCTpeyannuch pexe.

Bo3spacTHas xapakTeprcTrKa Hadaio IMepBoro 1e0r0Ta IpeIcTaBlIeHa B TaA0IHIIC

4.1.

Tabauua 4.1. - Bo3pact HauaJio n1e610Ta 601e3Hu bexuera

Bo3pacr nedrora KosauvecTrBa 00JbHBIX
(B romax) (n=62)
Abs %
<16 8 12,9
17 -21 14 22,6
22 - 30 34 54,8
3lu< 6 9,7

B cpennem bb nebrotuposana B 22 roxa: g0 16 ner y 8 (12,9%), ot 17 no 21
roga — 14 (22,6%), 22-30 net — 34 (54,8%), mocie 30 et — 6 (9,7%).

st popMupoBaHusi pa3BepHYTONW KApTUHBI, MO3BOJISIONICH C YBEPEHHOCTHIO
noctaBuTh auaruo3 bb, TpeboBanock B cpenneM 7,3 roga u Toapko y 9 (14,5%)
OONBHBIX B TeUEHUU | ro/ia pa3BUBaiIach MOJHAS KIMHUYECKAs KapTUHA.

Ananu3 wHpopmanuu 00 OCHOBHBIX NpUYMHAX mporpeccupoBanus bb y 18

(29,03%) GONBHBIX BBISBIII MPEANIECTBYIOMMX 00Je3HN (PakTopoB (Tabmuia 4.2).
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Ta6nuua 4.2. - AHaau3 BBISIBJEHHBIX MNpeamIecTBYIOIIUX 00se3HH (GaKTOpoB

o0oJie3uu bexuera

IIpeaxmecTByromuii pakrop n=18
Abs %
AHTUHBI 6 33,3
CrtpeccoBbie cUTYyalu 3 16,7
[Tepeoxnaxienue 4 22,2
CTOMAaTOJIOTUYECKOE BMEMIATEIILCTBO 3 16,7
Herpes labialis 2 11,1

Kak BugHOo u3 panHbIXx Tabmuy u3 18 (29%) mpeamectByromux Oo0J€3HU
daktopoB y 6 (33,3%) BhIsIBJICHO B aHAMHE3€ YacThle aHTUHEL, y 3 (16,7%) cTpeccoBas
cutyanus, y 4 (22,2%) O0abHBIX nepeoxnaxiaenue, y 3-x (16,7%)
CTOMATOJIOTUYECKOE BMEMIATeNbCTBO, Y 2 (11,1%) herpes labialis. Ipyrue 6osbHbIE HE

MOIJIM Ha3BaTh IPUYMHBI, TpeamecTeoBaBmue bb.
4.2. Knuanveckue peHOoTHIIBI 00J1e3HM bexuera u MX reHiepHbie pasjindus

CHHIpOM yHallle BCTPEYaroTCs B TPETHEM IECATHIIETUH, TOT/Ia KAK HA4YAJIO PEIKO
BCcTpeuaeTcs B AeTcTBe U cTapiie S0 jet. Teuenue 60e3Hu 00Jiee TKET0E Y MOJIOABIX
NAIMeHTOB C YacTO HaOJI0/aeMbIM TOJMOPTaHHBIM MOpaXeHueM. MyX4YuHbl U
JKCHILMHBI II0YTHM OJMHAKOBO CTPadaroT, XOTs cuuraercsa, 4ro bb crpamaror
MIPEUMYLIIECTBEHHO MOJIOJBIE MYKUMHBI, MEXAY 2-0d U 4-0M NeKajgaMu Ku3HHU. U3
HEKOTOPBIX CTpaH IOCTYMAalOT COOOILIEHUS O Pa3HOM COOTHOUIEHMH MY>KUUH U
YKEHIIUH; TeYeHHE 3a00JIeBaHUs, TSKECTh U TUIIBI TOPAKEHUSI OPTaHOB CYIIECTBEHHO
pa3IMYaAOTCA y Pa3HbIX MAlMEHTOB B 3aBUCHMOCTH OT MX BO3pacTa W I0Ja; BpeMs
Havaia bb cBs3aHO co 3HAYMTENBHOMN 3200JI€BAEMOCTHIO U CMEPTHOCTHIO, OCOOCHHO Y
MAalMEHTOB MYCKOTO II0JIa, KOTOPBIE YacTO HMEIOT NPEKIACBPEMEHHOE HA4alIo
3a0oneBanusl. COOTHOIIEHHE MYXUYHMH U KEHILMH B Pa3HBIX PETUOHAX UMEET pa3inyus
u Bappupyercs oT 2:1 mo 10:1 B cTpanax, depe3 KoTopble mpoxoaun Bemukwii
HIENKOBBIM IyTh. B crtpanax ke 3amagHoi EBpomber m B CIIA mnosoBas
n30UpaTeIbHOCTh UMEET 00paTHyIo KapTuny. B psae ctpan (Slnonus, Kopes) yactora

bb Y KCHIIWH BbBIIIC, IMPHUYCM C Oojice MATKMM KIMHHYSCKHMM 3HadcHHEM. Bcee
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BBIIIEH3JIOKEHHOE TO3BOJISIET CJlleNlaTh BBIBOA, 4TOo npu bb mpocnexuBaercs
TEHJICPHBIE PA3INYUS B 3aBUCUMOCTH OT Pa3HBbIX PErHOHOB MUPA.

OnHolf W3 3ajJay HaIIEro MCCIENOBaHHUS SBHJIACh OIIEHKA KIMHHYECKHX
(GEHOTHUTIIOB B 3aBUCUMOCTH OT II0JIa B TaDKUKCKOW momyisinuu. M3 obmero

KOJIMYECTBA OOJIBHBIX MYKYHUHBI npeo611a):[aﬂn U COOTHOHMICHHE MYXXYMH W KCHIIWH

coctaBuiio 38 (61,3%) na 24 (38,7%) (pucyHnox 4.5).

38,70%

B MyKYNH

B )KeHIIUH

61,30%0

Pucynok 4.5. - Yactora 60Jie3Hu Bexuera cpean My)K4uH | skeHIuH (N=62)

boapHbie 1O HEOOXOAUMOCTH (NP TMOPAXCHUH  OPTaHOB-MHIIICHEH)
KOHCYJIbTUPOBAaHA y3KHUMH  CIHEIUATUCTaMU-O(PTAIbMOJIOTOM, HEBPOIATOJIOTOM,
KapJIUOJIOTOM U JIp.

Cpennuii Bo3pacT MyxuuHbl — 30,249,15 npotus 32,7+10,2 y xkeHmuH. /[e0r0T
3aboneBanus y myx4uHbsl 20,2925 mpotuB 21,9£10,9 y xenmwmnH. Meauana
nutenabHoctd bb y mykuun 61,8 [26,0; 148,0] mecsitieB (okos0 5 net) npotus 72,4
[30,0; 164,0] mecsiieB (okomo 6 jer) y sKeHIIMH. Tspkenast cTeneHb Tskectu BB y
MyX4MH ObuTa BhIMIE 55,3%, a y JKEHIIMH dYaile HaOI0Jagoch HU3Kas CTEINCHb
TskecTH — 41,7%. Pe3ynprarsl aHanm3a CKpHHUHTOBOTO UCCIEA0BAHUA ITOKA3aJIU, YTO
OONMBIIMHCTBO MYXXYMH W JKCHIIMH ObUIM  STHUYECKHUMH  CMEIIAHHBIMU

(Tamxuku+y30exu) (Taduuie 4.3).
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Taoauna 4.3. - KinHuko-1emorpajguyeckasi xapakrepucruka (N=62)

XapakrepucTuKa My:x4MH Kenmun P
(n=38) (n=24)
Cpennuii Bo3pact, Tojsl (M£SD) 30,2+9,15 32,7+10,2 >0,05
Cpennuii Bo3pact, Hadaio bb, roap 20,2+9,25 21,9+10,9 >0,05
JmurensHocTh BB, Mecsi, Me [25;75] 61,8 72,4 >0,05
[26,0; 148,0] | [30,0; 164,0]

DTHUYECKAs PUHAICKHOCTH, N (%):

- CMEIIaHHbIC (TaKUKH+Y30€KH) 15 (39,5%) 9 (37,5%) | >0,05*
- y30eku 10 (26,3%) 7 (29,2%) | >0,05*
- TaKUKHU 9 (23,7%) 6 (25,0%) >0,05*
- JpyTHe HAIMOHAJIBHOCTH 4 (10,5%) 2 (8,3%) >(,05*
BDCAF, M+SD 3,59+2,01 2,58+1,42 <0,05
Crenenb Tsokecty, N (%):

- HHU3Kas 6 (15,8%) 10 (41,7%) | <0,05*
- cpenmHss 11 (28,9%) 9 (37,5%) | <0,05*
- TsDKenast 21 (55,3%) 5(20,8%) | >0,05*

HpnMeanne: P — CTaTUCTUYCCKAA 3HAYUMOCTDb pa3/IndnAa MoKa3aTejie MCKAY MY KUNHAMU U

eHHaMu (o U-kputepuio ManHa-YUTHH, *1I0 KpHTEPHIO ¥°)

Y MyX4uH W XeHIMH Je00T bb ObuT mpuOIM3UTENTbHO B OJHOM BO3pacTe.
OnHaKko KIMHMYECKUE TMPOSIBICHUS B J€0I0TE B 3aBUCMMOCTU OT I0OJa UMENIU CBOU
ocoOeHHocTH (Tabnuna 4.4).

Taomuuna 4.4. - KiuHuveckue mnposiBjieHusi B ae0wotre Oosie3Hb bexudera B

3aBUCHMOCTH OT IMOJIAa

Hp]/[:;HaK Bcero Bb | Myx4uH KeHimun
(n=62) (n=38) (n=24) P
Abs| % | Abs| % | Abs| %
PermauBupytomuii aTo3HbIN 43 1694 | 24 | 632 | 19 | 79,2 | >0,05
CTOMATHUT
[TopakeHHne KOXH 32 |516| 20 | 526 | 12 | 50,0 | >0,05
SI3BBI reHuTANNI 9 |145| 6 158 | 3 12,5 | >0,05
[Topaxxenue ria3 10 16,1 6 | 158 | 4 | 16,7 | >0,05
CycrtaBHOU CHHIPOM 5 8,1 3 7,9 2 8,3 >0,05
[Topaxenue [THC 3 4.8 2 5,3 1 4.2 >0,05
[Topaxxenue XKKT 2 3,2 1 2,6 1 4.2 >0,05
Tpom6035b1 1 |16 1 2,6 0 0,0 | >0,05
OMUIUIUMUT 1 1,6 1 2,6 0 0,0 | >0,05

IlpuMeuanue: p — cTaTUCTHYECKas 3HAYMMOCTH Pa3lIM4Ms IOKazaTeleil MeXIy MYXYMHAMH |
KEHIMHAMH (10 KPUTEPHIO %)
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Kak BUOHO M3 JaHHBIX TaOMUIBI y KEHIIMH B AeOI0TE€ BCTpEYalics 4Yalle
penuauBHpyOmui apTo3Hbld croMatuT (79,2% npotus 63,2%). [Ipyrue nmpusHaku
HaOJII01aTMCh MTOYTH C OJIMHAKOBOM YaCTOTON KaK y MY>KUYHH, TaK U y KCHIIUH.

B Tabnune 4.5. npeacraBieHa XapakTep U 4acTOTa KIMHHUYECKUX MPOSIBICHUN

Bbb B accommanmu ¢ moJjiom.

Taoauna 4.5. - Xapakrep ¥ 4acTOTA KIMHUYECKHX NPOsABJIeHNH 00/1e3Hb bexuera

B acconmanum € 1mojJaomM

MyK4uH Kenmun
Cumnrom (n=38) (n=24) P

Abs % Abs %
AdTo3HBIN cTOMATUT 36 94,7 23 95,8 >0,05
SI3BBI reHuTaAINI 28 13,7 15 62,5 >0,05
KosxHbIe niposiBieHUS 34 89,5 20 83,3 >0,05
[Topakenwus ria3 26 68,4 11 458 >0,05
[Topaxxenne KKT 8 21,1 4 16,7 >0,05
[TopaskeHne cycTaBoB 10 26,3 17 70,8 <0,001
[TopaxeHnue cocynoB 12 315 3 12,5 >0,05
ITopaxxenue [THC 16 42,1 12 50,0 >0,05
TecT mateprum + 15 39,5 8 33,3 >0,05

IIpumeyanue: p — cTaTUCTHYECKAs] 3HAUMMOCTh PAa3jIu4Msl I1OKAa3aTeIe MEXIy MYK4YMHAMHU H
KEHITUHAMH (10 KPHTEPHIO ¥2)

HaubGonee pacnpocTpaHEHHBIMU CHMIITOMAaMHU SIBJISIFOTCSI KOXKHO-CITU3UCTHIE
adTO3HBIC TIOPAKEHHUS B TIOJIOCTH pTa W O00JIACTH TOJOBBIX OpPraHOB U
peruauBupyomuii yBeut. OpanbHble adThl 4acTo SBIAIOTCS mpu3zHakoMm bb. Onwm
MIPECTABIISAIOT COOOM KpYyTJible 00JIC3HEHHBIC U3BA3BICHUS TUaMeTpoM 2-15 mm. OHu
nstes 7-10 nHe w 3axkuBaroT 0e3 pyOIOB, €CJIM TOJIBKO OHU He OOJbIIue.
bose3HeHHbIe S3BbI HA MOJOBBIX OPTraHax IMOSBISIOTCS B OCHOBHOM Ha MOITIOHKE U
MOJIOBBIX I'y0ax M MOX0KH Ha SI3BbI B MOJOCTU pTa. OHU 00BIYHO OO0JIbIIIE, TITY0XKe U C
OOJBITIEH BEPOATHOCTHIO 3AKHBAIOT ¢ 00pa30BaHUEM PYOIIOB.

B Hammx m#ccnemoBaHUAX C BBICOKOM YacTOTOM HaOmOJamMch agTO3HBIS
MOPaXKEHHUS MOJIOCTH PTa, IPU 3TOM Y MYKUHH ¢ yacToToi 94,7% a y xeHmuH - 95,8%

cooTBeTCTBeHHO. B 60-65% ciny4aeB reHuTanbHble adThl OOHAPYKHUBAIOTCS B
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OCHOBHOM Ha MOIIOHKE, PEXK€ Ha MOJIOBOM YJICHE WJIM B YPETPE Y MYKUMH WM Ha
BYJbBE M BIIATAIMIIE Yy JKEHIIMH. B Hamem wuCCaenoBaHUM 3Bl T€HUTAIUN
HaOJIIoAANIUCh Yalle y My>KuuH — 73,7% u y skeHiuH B 62,5% cnyuaes. [Toutu y 40%
MAIMeHTOB HAOMIOMAaeTCsl maTeprusi-mo3uTuBHas bb, xors oHa He sBIAeTCS
IMaTOTHOMOHUYHOM st bb 1 MoXkeT oTCyTCTBOBaTh, KOT/a MAlUEHT YK€ HAXOIAUTCS
Ha CHCTEMHOM HMMYHOCYIPECCUBHOW Tepanuu. B wuccienyemoll Hamu rpymnmne
MIOJIOKHUTEIIBHBINA TECT MATTEPTHH B IIEJIOM HAOIOAAIICS HE PEIKO W PA3u4Hil B €T0

YacTOTE Y MY>KUUH M JKCHIIIMH HE 0TMEUaJIoch: y MykuuH — 39,5%, y kenmuH 33,3%

(pucyHOK 4.6).

B Myxumun (n=38) = Kenmun (N=24)

89,50%
83,30%

68,40% 70,80%

50,00%

39,50%
3,30%

31,50%

Adro3nblii SI3BBI [opaxenne Ilopa:kenusi Ilopaxenune Ilopa:kenusi Ilopa:kenuss Ilopa:keHus Tect
CTOMATUT TeHUTAJUMH KOXXH rjaa3 KKT CyCTaBOB cocyaoB HOHC narepruu +

PucyHnok 4.6. - Knunnyeckue nposiBjienusi 00j1e3Hb bexuera B 3aBUCMMOCTH OT
noJjia

[Topaxxenne KOXHu y HaONIOAaeMbIX HaMHU OOJIbHBIX BCTpeYaslaCh C 4acTOTOU
89,5% y myxxuuH u 83,3% y sxeHuuH. B Tabnuue 4.6 6onee nogpoOHO NMpeAcTaBiIeHb

BApPUAHTBI KOKHBIX HOpa)KeHI/Iﬁ U UX 9aCTOTa B 3aBUCHUMOCTH OT I10JIA.
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Tab6anua 4.6. - XapakTep U 4acTOTA KOKHbIX NPOSIBJICHUN Y MYKUYMH U KE€HIINH

MyxK4uH Kenmun
Koxxnble nposiBjieHUs1 (n=38) (n=24) P

Abs| % | Abs %
Bcero, u3 Hux: 34 | 895 | 20 83,3 |>0,05
- DonIMKyIUTHBIE TTOPAKECHUS 15 441 6 30,0 >0,05
- IManmyno-myctyne3Hble TOpaKEHUS 9 26,5 2 10,0 |>0,05
- PenmnmuBupytomas y3iaoBaTasi )pureMa 8 235 | 11 55,0 |<0,05
- HexpoTtusupytonuii BaCKyIuT 2 5,9 1 5,0 >0,05

IIpumeyanue: p — CTaTUCTHYECKAs 3HAYUMOCTb Pa3IW4Msl IIOKa3aTeNleld MEXIYy MYKYMHAMH U
KEHIMHAMH (10 KPUTEPHIO %)

Kak BuaHO M3 maHHBIX TaOIUI[ HauboJiee pacpOCTPaHEHHBIMU MOPAKEHUSIMHU
KOXU SIBIIAIOTCS pelMANBUpYIOIas y3noBaras sputema (44,1% y myxuun u 30,0% y
JKEHILMH), ManyJIo-NyCTyJIe3HbIE TMOpaXEHUs BEpXHEW YacTH TYJIOBUINA U

KOHEUHOCTEH U POJITUKYIUTHBIC TOpakeHus (pUCyHKO 4.7).

MY:KYNH KECHIIMUH
0,

60,00% 55‘./0
50.00% 44,10%
40,00% 9

° 30% 26,50% .
30,00% | 23,50%
20,00% 10%
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Pucynok 4.7. - Ko:xknble nposiBjieHus 60s1e3Hb bexuera B acconuanum ¢ 1moJjiomMm

bonee 50% mnanuentoB ¢ bb nmeroT mopaxkeHue riasz, XOTsA TOpa3q0 Yallle
BCTPEUACTCS y MYKYMH U MOJIOJIBIX TAIMEHTOB. [opakeHue ria3 oObIYHO HE SIBISETCS
npu3HakoM 0ose3nu bexdera, HO 0OBIYHO BO3HUKAET B TEUCHUE TIEPBHIX HECKOJIBKUX

JICT IMOCJIC MOCTAHOBKHU AWArHO3a U pC€AKO BO3HHUKACT HaA IMO3JHUX CTaAUAX 6OJI€3HI/I,
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€CJIM HE NPOSBIAETCS paHblle. YacTo BCTpedyaeTess peuuInBUPYIOIINT, XPOHUYECKUH,
JBYCTOPDOHHUM YBEHUT C NOPAKEHHEM KAaK IIEPEIHEro, TaK M 3aJHETO YBEAIBHBIX
TpakToB. llepeqHuili yBeUT BBI3BIBAET JPUTEMY U CBETOOOS3Hb, a 3aJHUI YBEUT
BBI3BIBAET MOTEPIO 3peHMsl. CBA3aHHBIA C TUIONHMOHOM YBEUT BCTPEUYAETCS peke, HO
OUYEHb CEPbE3EH, IMMOCKOJIbKY IOUYTH BCErZa CONMPOBOXKIAET TsXKEIOoe 3a00JIeBaHUE
ceruaTku. [lopaxkeHne ceT4aTKu NMpU BACKYJIUTE CETUYATKU MOXKET OBITh 3aMEUEHO U
ABJISIETCA IPUYMHOM CJIEMOTHI y ATUX MAIMEHTOB. KOHBIOHKTUBUT U U30JMPOBAHHBIN
IIEPEHUIM YBEUT BCTPEYAKOTCA peAaKo. IJ1a3Has maTosorus B MCCIEIyeMOW HaMU

rpyIIe B 3aBUCUMOCTH OT I10JIa MpeACTaBiIeHa Ha Tadnuie 4.7,

Taoauua 4.7. - [IaTosorus ria3 y 00JbHbIX ¢ 00/1e3Hb bexuera B 3aBUCMMOCTH OT

1moJia
MyKYUHBI KeHIIUHDBI
IMopakenue ria3 (n=38) (n=24) P
Abs % Abs %
Bcero: 26 68,4 11 45,8 | >0,05
- OmHocTOpOHEE 6 23,1 2 18,2 | >0,05
- JIByXcTOpoHHEE 20 76,9 9 81,8 | >0,05
Jloxanuzanus yBeura
- Tlepenauit 0 0 1 9,1 >0,05
- BagHuii 10 38,5 4 36,4 | >0,05
- T'enepammzoBaHHBIN 16 61,5 6 545 | >0,05
Teuenue yBenra
- Octpoe 1 3,8 1 9,1 >0,05
- PeumauBupyroiiee 24 92,4 8 72,7 | >0,05
- XpOHHUYECKOE 1 3,8 2 18,2 | >0,05
OctpoTa 3peHus
- CmaboBumsime 6 23,1 2 18,2 | >0,05
- Cnensre (<0,05) 3 11,5 0 0 >0,05

Ilpumeyanue: p — CTaTUCTUYECKAs 3HAYMMOCTb PA3IU4Msl II0KA3aTeIe MEXIy MYK4YMHAMHU U
KEHIIMHAMH (II0 KPHTEPHUIO %°)

JlanHbIe TAOMUIBI CBUACTEIBCTBYIOT O NPEOONAIaHUM Y MYXYHH TJIa3HBIX
nposiBnienuii — 68,4% mnpotuB 45,8% y keHuuH, T.6 B 1,7 pa3a yame. AHaiu3

JIOKaJIn3alun YBEUTA CBUACTCIILCTBYET O JUArHOCTHUKE 3aJHCTO U ICHCPAJIM30BAHHOI'O
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yBEUTa, IPUYEM U Y MY>KUUH, U y KEHIIUH BCTPEYACTCsI C OJMHAKOBOM yacToToi. YTo
KacaeTcsl IepeIHEro yBeuTa, TO JaHHBIA BapUaHT BBISABIICH JIMIIb Y KeHIIUH — 9,1%.
PenmnuBupyroree TeueHrne yBenTa Ha0OIroaeTcst Harbosee yacto y My 4uH — 92,4%
u 72,7% coorBercTBeHHO. [loyHas moTeps 3peHUsT JOCTOBEPHO CPEAU MYNKUYHMH —
11,5% (p>0,05).

OnHa TpeTh ManueHTOB MMeeT cocynuctyio gopmy bb (cocymucteiii bb), u
BOBJICUEHUE BEHO3HOW CHCTEMBI BCTpEYAETCS 4Yallle, YeM IOPAKEHUE apTepuil, B
NIEPBYIO OYEPEIb MPOSBISACH B BUE TPOMOO03a ITyOOKHX BEH B HUKHUX KOHEYHOCTSIX.
Cocynucteii bb MokeT nopakatb MEJIKME U KPYITHBIE BEHBI M aPTEPUHU MAJIOTO Kpyra
KPOBOOOpAIIEHUs, KOTOPBIE SIBIISIFOTCSI YaCTBIMM MECTaMU Pa3BUTUSI aHEBPHU3MBI, a
TaKk)Ke€ MOXKET TOpakaTh APYTHe JIETOYHBIE CTPYKTYpPbI, TaKHe KaKk MapeHXuma U
ieBpa. PacnpoctpaneHHOCTH JierouyHoro nopaxenus npu bb konednercs ot 1 1o 8%
U MOXET KIMHUYECKH MPOSBIATHCA ANTbBEOJSIPHBIM KPOBOTEUCHHUEM, TJICBPAIbHBIM
BBITIOTOM, YMOOJIHMSIMH 1 JIETOYHOU TUIIEPTEH3UEH, B TO BPEMsI KaK JIOKAIbHBIN pa3phiB
aHEeBpU3M SIBJISIETCS OJHOM U3 OCHOBHBIX HIPUYMH CMEpTH mnauueHtoB ¢ bb.

Cocynucrtsie niposiBienus bb npencrasnens B Tabiuiie 4.8.

Tabaunua 4.8. - XapakTepucTuKa COCyIMCTHIX HAPYIIEHUH Y 00JbHBIX ¢ 00JIe3Hb

bexuyera
Ipusnak My:xuunbl | KeHIUHBI
(n=38) (n=24) P
Abs | % | Abs | %
ITopaskeHue BEHO3HBIX COCYJIOB, B TOM UHCJIE: 12 315 3 12,5 [>0,05
- TpoMm003 IIyOOKHX BEH 7 18,4 1 4,2 1>0,05
- TOBEPXHOCTHBINA TpoMOOQIeOUT 5 13,2 2 8,3 [>0,05

Ilpumeyanue: p — CTaTUCTUYECKAs 3HAYMMOCTb PA3jIU4Msl II0KAa3aTeIe MEXIy MYK4YMHAMHU U
KEHIIMHAMH (II0 KPHTEPHUIO %°)

JlaHHBIE COCYIMCTBIX MOPAKEHUW CBUIETEIBCTBYIOT O JOCTOBEPEHHOM
MOBBIIIEHUH UX YACTOTHI Y My>kuuH — 31,5% nipotus 12,5% y xeHmuH.

Takum o0pa3oM reHaepHoe ucciaeaoBanue 00JbHBIX ¢ bb mokasaio, uto nanHas
[1aTOJIOTUs Yalle BCTPEYACTCA y MYXKUMH U IIPOTEKAET TSKEIIEE, YEM Yy JKCHIIUH.

He6tor bb y My>4uuH U KeHIMH ObUT NPUOIU3UTEIHLHO B OJIHOM BO3pacTe, OJIHAKO
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KJIMHUYECKHE TMPOsABICHUS B Je00Te B 3aBUCHUMOCTH OT TOJa HMMEIUd CBOU
ocobennoct. Ilo ¢denotuny Bb adTo3HBII CTOMAaTUT U KOXKHBIE MPOSIBICHUS
BCTPEYAJINCh B PABHOM CTENEHU KAK Y MYKUMH, TAK U Y JKCHIIWH. S[3BBl TCHUTAJINN,
NOpaXKCHHE TIJIa3 U COCYI0B HauOOJIee 4acTO BCTpedYanach y MY>KUMH. M3 KOKHBIX
IpPOSIBICHUN (OJUIMKYJIUTHBIE, MAaIyJO-IyCTYJIJIE3HbIE IOPAXKEHUS HaOJI0aINCh

yaie y My>K4uH, a pellUIMBUPYIOLIAs y310BaTas 3puTeMa y JKCHILYH.

4.3. XapakTepucTHKa IMMYHOI0 M HMTOKHHOBOI0 CTAaTyca NMpu 00JIe3HH
bexuyera

[Tatrorene3 Bb He coBceM siceH, HO COOOIIATOCh, YTO HWMMYHOJOTHYECKHUE
aHOMAaJIuU, TeHEeTUYEeCKash MPEeAPACIOIOKEHHOCTb, TPUITEPHbIE (PAKTOPHI U UTPAIOT
pemaroIyo pois B pasButun bb. HenaBHo marorenes bb Ob11 kmaccuduiinpoBaH Kak
IIEPECEUECHNE AyTOMMMYHHOTO M ayTOBOCHAJIUTEIBHOTO CUHAPOMOB. C OIHOM
CTOpPOHBI, HAOJIOJEHUS MOKa3bIBaloT, yTo bb MoxkeT ob0nagaTh BOCHATUTEIbHBIMU
CBOMCTBaMH, a C JPYrod MO3UIIUU MPUCOCIUHEHNE KacKaja HapyIICHUN BbIpaOOTKU
ayTOAHTUTEIL. OnpeneneHrs ayTOBOCHAIUTENbHBIX 3a00JIEBAHUN OMUCHIBAIOT
MHOTOYHUCJICHHBIC,  Ka3aJoCh  Obl,  HECIPOBOIIMPOBAHHBIE  MOBTOPSIOIINECS
BOCHAJIUTENBHBIE AMU30/bl, BI3BAHHBIE HAPYIICHUEM CETH LUUTOKWHOB. Pemuccus u
000CTpEeHHE pEelUIMBOB HaOIOMa0TCs He Toibko mpu bb, HO m mpum apyrux
ayTOBOCIAJIUTENIbHBIX 3200JIEBAHMIX

Nmmynnbiii otBer Thl urpaer BaxkHyro posib B natorene3e bb. Ceroans ne
BBI3BIBAE€T COMHEHUS, UTO YPOBHU dKCTpeccuu KiIeTok Thl u poacTBEHHBIX IMTOKUHOB
CBsI3aHBI ¢ akTUBHOCTRIO bb. Mccnenosanus mokasanu, uro gactora Thl-kieTok u ux
IIUTOKUHOB U (hakTopa TpaHCKpumiuu T-bet Oblya 3HAUUTENIHHO BBIIIE Y TTAIIMEHTOB C
akTuBHBIM bb, uem y mamuentoB ¢ HeaktuBHbIM bb. Ilpeamosaraercsa, d4ro
JACPETYJISALMS AIAaITUBHON UMMYHHOM CUCTEMBI C YBEJTUUYECHUEM TPOBOCTAIIUTEBHBIX
IIUTOKWUHOB CIOCOOCTBYET Pa3BUTHIO BOCHAIUTEIHHBIX CHUMITOMOB Yy TAIlMEHTOB
c bb. AnantuBHas WMMyHHas cucrema coctour u3 T- u B-kierok. Ilpu bb
CYILIECTBEHHbIC JaHHBIE YKa3bIBAlOT Ha HapylleHHEe OajlaHca MEXITy WMMYHHBIM
orBeToM, o0ycnoBneHHbIM Thl u Th2. IIpu u3bsI3BICHUAX MOJOCTH PTA Y HAIIMEHTOB

¢ bb coob6manock o npoduiie murokunoB Thl ¢ moBeimeHHoM 3Kcnpeccueit [FN-y,
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TNF-o u IL-12, HO Takke HaOmOAanach akTUBaUs Th2-accOMUPOBAHHOTO
mutoknHa IL-4 . [Ipoduns mmrokmHOB Thl Takke OBLI TOATBEPKICH TIPH
MOPAXKEHUSX JKEITyAOYHO-KUIIIEYHOT O TPAKTa y NallueHTOB ¢ bb. AyTOMMMYyHUTET Kak
oOBsICHEHHE MposiBiIeHU 3aboneBanus npu bb Takke mposBisieTcss B MPUCYTCTBUU
ayTOAHTUTCHOB, TaKUX KaK pETHUHAIbHBIM S-aHTureH npu yseuTe bb. Takxke
IIPU HEBPOJIOTUYECKUX 3a00JIeBaHUSX , Hampumep sSHIedanuTe, B CIMHHOMO3TOBOM
KUJKOCTH ONMUCAaHbl MMMYHHBIE KOMILUICKCHI M TMOBBIIIEHHBIA ypoBeHb IgM, IgG u
Ig .Takum 00pa3om, B TOMOJHEHKE K AyTOBOCTAIIMTEILHOMY OTBETY UMEIOTCS JAHHBIE
O HapyLIEHUHM PETyJsiquy aJanTHBHOM HMMMYHHOM CHUCTEMBl B I1aTOr€HE3€
bb. Hapymennsrii 6ananc Th1/Th2, sxcnancust Th17-kneTok u BO3M0OXKHOE CHUKEHHUE
perynsaTopHbix T-KJI€TOK MOTYT 00BSCHUTH NU30BITOK IPOBOCHIATUTENIbHBIX IUTOKUHOB
U TOJOXUTENbHbI 3()PEKT IUTOKUH-UHTHOMPYIOUIEH Tepanuu y MalUEHTOB C
akTUBHBIM bb.

CorylacHO 3aja4aM MCCIIEIOBAaHUS, HAMU M3Y4YEHO COCTOSHHMSI UMMYHHUTETA W
noKasareyied IUTOKMHOB y 26 OonbHbIX ¢ bb. B kauectBe rpynmbl cpaBHEHHS
UCCIICIOBaHbI 15 MpakTHYeCKH 370PpOBbIX JnIL (Tabmuuia 4.9).

Ta6anua 4.9. - [loka3aTeau ”MMYHHOT0 cTaTyca y 00JbHBIX ¢ 00Jie3Hb bexuera

(M=£m)

HoKasaTeL bb KonTtpoJubHasn P
(n=26) rpynmna (n=15)
CD3, % 49,74+0,65 59,03+0,92 <0,01
CDs, % 26,11+0,89 17,21+0,44 >0,05
CDg20, % 23,11+0,89 19,21+0,44 <0,01
CDy4, % 30,67+0,62 37,21+£0,40 <0,01
CD, % 20,77+0,37 18,19+0,45 <0,05
Nmmynoperynaropusiii uagexkce (MPU) | 1,47+0,04 2,09+0,06 <0,01
Ig A, /n 2,68+0,05 2,32+0,05 <0,05
g M, r/n 1,74+0,02 1,39+0,07 <0,05
g G, r/n 20,33+0,55 12,11+0,37 <0,01

IIpumeuanue: p — craTUCTUYECKasl 3HAUUMOCTb pa3iIMuMsl MoKaszareneil Mexay rpynmnamu (mo U-
KpuTepHrio MaHHa-YUTHN)

PCSYJIBTaTBI aHajin3a JaHHbIX CBHUACTCIILCTBYIOT HYTO Y OOJBHBIX C 00JIE3HBIO
bexyera oTMedaeTcsi CTaTUCTUYECKHU JOCTOBCPHOC CHHMIKCHHUC OTHOCHUTCIBHOTI'O
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konumuectBa CD3-knetok (p<0,01) m CD4-knerok (p<0,01). Conepxxkanue apyroi
nonyisiiuu T-mumdorutoB — CD8-KIIETOK HAIPOTUB OBLJIO CKJIOHHO K MOBBIIIEHUIO
(p>0,05). B mnoarpynme OonbHbIX ¢ BB oTMeudaercs mocTOBepHOE CHUIKECHHE
uMMyHoOperystopaoro uaaekca (MPN) (p<0,01).

HNMeroTcss HEKOTOpPBIE JOKA3aTeNbCTBA TOTO, YTO B-KIIETKM WrparoT posib B
naroreHeze bb. Hanpumep, y nauuenToB ¢ bb Habm01aeTcst HapyIIeHHbIH OTBET Ha
CTUMYJIAIAIO aHTUTEHOM. KpoMe Toro, y marueHToB MOTYT OBITh TTOBBIIICHB! YPOBHU
BOJTYAaHOYHBIX AHTUKOATYJISHTOB M aHTHU(POCPOIUNUIOB, a TaKKe MOBBIIICHHOE
KOJIMYECTBO aKTUBHPOBAHHBIX B-kieTok m B-knerok mamsatu. B mocinennee Bpems B
nepudepuueckoit kpoBu OonbHbIX bbb oTMeuaeTcs CHUXKEHHE AKTUBHOCTH
3a0oneBanusi CD27+IgA+ B -kjeTok, KOTOpPhIE BOCCTAHABIMBAIOTCA IOCHE
ycnemHoro Jsedenuss aHtu-OHO-o. M3-3a yBenuueHus konnuectBa B-KieTOK B
BOCIAJICHHOM TKaHU y MalueHTOB ¢ bb B kauecTBe 00BSICHEHMS BBIIBUTACTCS TIEPEKOC
B CTOPOHY OYara BOCIIaJICHHUS.

Pe3ynbTaThl HalIEro UCCIEA0BAaHNUN COCTOSHUS TYMOPAJIIBHOTO 3BEHa HMMYHHOMN
CUCTEMbI BBISIBIII, 4TO y OoyibHBIX ¢ bbb oTMeuanoch cTaTUCTHUECKH TOCTOBEPHOE
YBEJIMYEHHE YPOBHS TPEX KJIacCOB UMMYHOT100yInHOB IgA (p<0,05), IgM (p<0,05) u
1gG (p<0,01).

CrnenyroommM 3TaroM HalIero MCCIENOBAaHMS SIBUIOCh M3YYEHHE COCTOSIHUE

noka3zarenei mutokuHoB (MJI 1 ®HO- o) B ceiBopoTKe KpoBH (Tadmura 4.10).

Taoauna 4.10. - [TokazaTean nuroxkuHon (UJI-6 u ®PHO-a)

Hutoxkuu BB (n=35) KoHnTpoabHasi P
rpynna (n=15)
NJI-6, Hr/ma 2,39+0,09 3,07+0,18 <0,01
®HO-0, nr/ma 22.4+0,47 14,21+0,87 <0,001

I[Ipumeuanue: p — craTUCTUYECKasl 3HAUUMOCTb pa3iIM4Msl MoKaszareneil Mexay rpynmnamu (mo U-
KpuTepHrio MaHHa-YUTHN)

[TommyueHHble JaHHBIE CBHUJIETENBCTBYIOT, YTO y OOJBHBIX B OOIIEH rpymnme ¢
O0one3npto bexuera B CHIBOPOTKE KPOBH HAOMIOAAETCS HAPYIIEHHE LIMTOKMHOBOIO
CTaTyca, BBIPAXAIOLIEECS IOBBILICHUEM YPOBHS IPOBOCHAIUTEIBHOTO LHUTOKHWHA
®HO-0 1 cHI)KEHUEM KOHIIEHTPAIMK MPOTUBOBOCHAIUTENBHOTO IuTOKMHA NJI-6.
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3aBepiias pasziesl, XOTeJIOCh OTMETUTh, YTO IMOHHMMaHue natoreHe3a bb -
BaKHBIH IIar B pa3pabOTKe HOBBIX U d(PPEKTUBHBIX METOIOB JieUeHUS. | eHeTnUIecKast
npeapacnoyioxkeHHoctb (HLA u He-HLA-3aBucHMast) ¢ aHOMaJIbHBIM BPOXKJIECHHBIM
TUNIEPBOCTIAIUTEILHBIM OTBETOM U THUIIEPAKTHBHOCTHIO HEHUTPODHUIIOB SBIISIOTCS
XOPOIILIO WU3BECTHBIMU MPU3HAKaMu 3a0oJeBanus. Ha sTom ys3BuMom one dakTopsl
HKOJIOTUYECKOTO M MUKPOOHOTO pUCKAa MOTYT BBI3BaTh BOCHAJIEHUE BPOKIACHHOTO

IMPOUCXOKIACHHA, KOTOPOC BIOCICACTBUN MOKCT IOAACPKHUBATHCA aJlallITUBHBIMUA
HMMYHHBIMU OTBCTAMU.

Tem BpeMeHEeM pacTeT HMHTEpPEC K BHEIPECHUIO HOBBIX ITOATBEPXKICHHBIX
OMOMapKepoB [JIsl JIMarHOCTHKM 3a00JieBaHM. B 3TOM KOHTEKCTE, B OTCYTCTBHUE
MOATBEPKIEHHBIX JIA0OPATOPHBIX IMAPAMETPOB Il 1UuarHocTHKU bb, Bo3pacTaromas
pOJIb TPUIKCHIBAETCS OOIIUM BOCIHAIUTEIbHBIM OHOMapKepaM [l MOHUTOpPUHTA
aKTUBHOCTH 3a00JI€BaHUS U MOT'YT MPECTABIISITE COOOM 3HAUMTEIBHBIN IIar BIEpe B
KIIMHUYECKOM IIOJXOJEe, a Takke B u3ydyeHuu mnaroreHe3a bb. HecomHenHo,
HEO0OXOIMMBI TalTbHEHIITNE UCCTIEAOBaHMS B ’TOM HAIPaBJICHUH, YTOOBI IOHITH POJIb
ATUX MPOLIECCOB M JIyulle MposicHUTh 3TnonaroreHe3 bb. Ha cerogusimnuii neHp B
Ta/UKUKUCTAaHE HANAXKEHbl Psii HUMMYHOJIOTMYECKHMX TECTOB, IMO3BOJISIOIIMX
ONPEAECIUTh XapPAKTEpP CHUCTEMHBIX BAaCKyJIUTOB. lIpm 3TOM ecTh OrpaHuyeHusr B
W3y4YeHUU aHTUTeHa ructuocoBmectucoctu - HLA BS51, mno3Bossmomue B
OMpENICICHHOW MEpEe PacKpbITh IeHeTuueckuil reHe3 bb. DTtoMy cyiiecTByeT psia
apryMEHTOB M Ha Halll B3TJIs1] Mayias MHQOpMUpOBaHHOCTH Bpadeil o bb u orcyTcTBUN
MOTPEOHOCTH B 3TOM T€HETHYECKOM MCCIIEI0BAHNN, OTKIIABIBACT HATAXKUBAHUH ATOTO
He JemeBoro tecra. Hageemcs, 4To pe3yabTaTbl NPOBEAEHHOTO HMCCIEAOBAHUS
MOJy4yaT [IUPOKOE TMPAKTUYECKOEC MPUMEHEHHE W  BAXKHOCTb  BHEIPCHUS

BbINICHA3BAHHOI'O UMMYHOTCHCTHUYCCKOI'O MapKepa.
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I'naBa S. Bucuepajabnbie nposiBiieHust bosie3nu bexuera
5.1. HeBpoJsoruueckue nposisjieiusi bosesnu bexuera

Knunnueckoe Teuenue BB mpoTekaeT peMuUTTHpyOIIE € pa3sHOOOpPa3HBIMU
KIIMHUYECKUMH TPOSBICHUSIMU. OJHUM U3 MPOTHOCTHUYECKHA HEOIaronpusTHBIX
BHUCIIEPAIBHBIX MPOSBICHUN bbb SBIseTCS HEBPOJIOrMYECKOE MOPaX)EHUE, KOTOPOE
00BIYHO 0003HavaeTcs Kak Helpo-0one3ns bexuera (HBB). HbBb sBnsercs ogHol u3
OCHOBHBIX MPUYHMH JOJTOCPOUYHON 3a00JI€BAEMOCTH M CMEPTHOCTH NPHU CHUHIPOME
bexuera u HECMOTpPS HA PEIKOCTh, KAKETCSl BAXKHBIM PACIlO3HABATh U YUUTHIBAThH €T0
npu A epeHINaIbHON  UarHOCTUKE BOCHAJIUTEIBHBIX, HWH(MEKIMOHHBIX U
nemvuennHuupyromux 3adonesannii [IIHC. HBb Bctpeuaetcs y 5-10% narueHToB u
OOBIYHO MOSIBJSIETCS B TEUEHHUE S5 JIET MOCJe Hayalia 3a00JIeBaHusl.

JIns TOpakTHKYIOLIETO Bpaya OJHA M3 CaMblX HWHTPUTYIOIIMX YacTei
muarHoctukn  HBB  ocHoBana Ha crporoit nuddepeHnmanuy  BTOPUYHOTO
HEBPOJIOTUUECKOTO TOpakeHUsi, BbI3BaHHOTO bb (Tak kak HWHCYNbT, Hedanrus,
yepernHasi 00Jib WIM MOJUHEUPONaTHsI MOTYT ObITh BTOPUYHBIMU TIO OTHOIIEHHUIO K
MH(EKIMAM UM 3JI0Ka4eCTBEHHBIM HOBOOOpa3oBaHusiM). CyIecTBYeT J1Ba OCHOBHBIX
¢denotuna Hbb: napeHXnMaTo3HbIN 1 HENapEHXUMATO3HBIH.

[Topaxenune mnapeHxumbl BcTpeuyaercss damie (okono 80% ciydaeB) U B
OCHOBHOM TMOpa)kaeT CTBOJ MO3ra W Oa3zajibHblE TaHIJIMM, HO TaKXXE OIKMCAHBI
MOpaKEHUsS CHOUHHOTO Mo3ra u nonaymapuil. [lapenxumarosusie ¢dopmbr HBbB
HEOHOPOJHBI U KIIMHUYECKU MPOSBIISIIOTCS MHOKECTBOM CHUMIITOMOB U MPU3HAKOB,
KOTOpbIE OTPAXKAIOT OYaroBoe WM MYJbTH(OKAIBHOE TMOpakeHHue OO0Je3HHU.
['onoBHBIE 005, MHOXECTBEHHOE TMOPAKECHHE YEPENHBIX HEPBOB, AUCHYHKIIUS
MO3K€UKa, ONYyXOJICBUAHBIE TMOpaXeHus, 3a0oyieBaHue OENoro  BEIIECTBa,
sHIE(DATONMATHH U MHUEJIONATHHU SBIISIFOTCS YaCTHIMU KIMHHUYECKUMU MPOSBICHUSIMU
aToi (popmbl 3ab0seBanusa. OOBIYHO MAPEHXUMATO3HBIN CHUHIPOM BKJIIOYACT YETHIPE
HauOoJiee TMOPaXEHHBIX ydYacTKa TOBPEXIEHHUs: CTBOJ MO3ra, 4Yalle BCEero, C
MpU3HAKAMU  HEBPOJIOTMYECKOTO  IMOPAXEHUsI CTBOJIAa MO3ra, TaKUMHU  Kak

odranbmonapes, qucarusi, MO3Ke4oK U MUPAMHUIHOE NopaxkeHue; nud@y3Hoe wim
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MyIbTU(OKATBHOE MPOSBICHUE C XYAIIUM IMPOTHO30M, C Pa3iMYHBIM COYETAHHEM
IPU3HAKOB W CHUMIOTOMOB, OINPEAEISIEMBIX TEPPUTOPUAIBHBIM  MOPAKEHUEM
(MMpaMHIHBIE, MO3’KEYKOBBIE, CTBOJIOBBIC WJIM CIIMHHOMO3TOBBIE MPU3HAKK MOTYT
COCYLIECTBOBAaTh y  OJHOTO TMAalMEHTa); MHUEJOMATHYECKHE  OCOOEHHOCTH,
OOyCJIOBJIEHHBIE OCTPBIM MHUEIUTOM; ILiepedpanbHas (opma, KoTopas BKIIOYAET
OOLIMPHYIO YacTh 00JacTEN MOJIyIIApHUs, C COOTBETCTBYIOIIUMH HEBPOJIOTUYECKUMU
npu3HaKaMu (HampuMmep, reMurnapes, adazus, KOpKoBas oTeps 3pCHUS, LT arHO3HSA );
MICUXUATPUYECKUE CHUMITOMBI, BKJIOYAasl W3MEHEHHS JMYHOCTH U, HAKOHEII,
BO3MOYKHAsl ONITHYECKask HeHpomaTus (TakuM 00pa3oMm, 3T0 3a00JIEBaHNE HEOOXOUMO
nuddepeHupoBaTh OT PACCEIHHOTO CKJIEpo3a U APYTUX BOCHAIMTEIIBHBIX
3a00JIeBaHUM IIEHTPATBLHON HEPBHOW CUCTEMBI).

HenapenxumaTto3usiii Hbb Bo3HMKaET Kak BTOPUYHOE ITPOSIBIEHUE COCYIUCTBIX
nopaxxeHu. Crnenyer MOMYEpPKHYThb, UTO HemapeHxuMmaro3Hslii HBb B ocHOBHOM
CBSI3aH C HAJIMYMEM TpoMOO3a 1ypajbHOTO CUHYCa, 00pa30BaHUsl BHYTPUUYEPEITHON U
HKCTPAKpAaHUAJIBHON AaHEBPU3Mbl M apTepUaIbHOr0 BacKyiauTa. OOBIYHO BEHBI
nopaxkarotcs vaiie, yem aptepuu. [Ipu HenapenxumanbsHom Hbb nau6onee gacteiMu
CUMIITOMAaMU SIBJISIFOTCS TOJIOBHAsA 0OOJb M JIBYCTOPOHHEE HapyIICHUE 3PEHHS H3-3a
BHYTPUUYEPENHON THNEPTEH3UH. TaKke MOTYT BO3HUKHYTh CIIYTAHHOCTh CO3HAHMS,
cl1aboCTh, TOJIOBOKPYXXEHHE M SHWIENTUYECKHE TMpunaakd. beuim  omnucaHbl
paccioeHue IO3BOHOYHOM apTEPUM W OKKIIIO3HUsS CPEAHEH MO3TOBOM apTEpHHU.
[TpeobnagatoT ciiyyan 3a0ojieBaHUSI Yy MYKYMH C IHKOM HEBPOJOTHYECKHX
MIPOSIBJIEHUN B IIEPUOJI ITOJIOBOTO CO3PEBAHUSI.

Jluarnoctuka Hevipo-bexuera, kak u bb B 11e510M, B 1e0610T€ KpaifHe CJI0KHA KaK
BO BCEM MHpE, TaK U, N0 MPEABAPUTEIBHBIM JaHHBIM, B PT, uro TpeOyeT riy0okux
3HAHUW KIMHUYECKON CHUMITOMATUKU M matoMmopdosoruu 0oyie3HU. DTO, B CBOIO
ouepenb, CIOCOOCTBYET CBOEBPEMEHHOMY BbIsiBIeHHIO bb, BbrIOOpYy anexBaTHOMU
TAaKTHKH JIEYECHHUS, IPEAYITPEKICHHUIO PELIUIUBOB U OCJIIOXKHEHUM.

CornacHo 3amadyaMm, HaMHM TMPEACTABICHA KIMHUKO-WHCTPYMEHTAJIbHAS

XapaKTepUCTHKA MO3TOBBIX NposiBIeHUH y OonbHbIX BB B momymsauuu PT.
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Jlemorpaduyeckne MaHHbIE W KIMHHUYECKHE OCOOCHHOCTH MAIUEHTOB OBLIU
3apETUCTPUPOBAHBI MYTEM MPOCMOTPA MEAUIMHCKUX KapT. O0mas xapakTepucTUKa

oonbubix ¢ HBB nipeacraBnena B Tabnuie 5.1.

Ta6muua 5.1. - OO0mas xapakrepucTuka 00JbHBIX ¢ Heiipo-0ose3nb bexuera

(n=28)

IMoka3arenn Abs %
ITour:
— MYXYUH 16 57,1
— KEHIIWH 12 429
Cpenuwuii Bo3pacr, et (M+m) 27,6+8.,6
[TpuunHbI 0OpanieHus:
— TroJI0BHas 00JIb 19 67,9
— TOJIOBOKPYKEHHUE 5 17,9
— 1epeOpoBacKyJISIpHbIE 3a00JIeBaHUS 3 10,7
— nepudepuyeckas HeBpOIaTUs 2 71
— JIBUTATEJbHBIE PACCTPOMCTBA 1 3,6

Cpenu 62 manuentoB ¢ bb, ocMOTpeHHbIE HEBPOJIOTOM, 28 COOTBETCTBOBAJIH
kputepusMm Heiipooexuera (HBB), koTopbie ObliIM BKIIFOUEHBI B 3TO HcclieoBaHue. Mx
BOo3pacT Ha Hayasio HBb coctasisin 27,64+8,6 roga, a COOTHOILIEHUE MY>KUHH U )KEHIIUH
coctaBisio 1,24:1. Ilpu aHanu3e MEIUUMHCKONW JOKYMEHTALUHM BBIICHWIOCH, YTO
HauOoJiee YacThle MPUYMHBI 0OpallleHUs] B HEBPOJIOTUYECKOE OTACICHUE BKIIHOYAIH
OIICHKY M KynupoBaHue TrojioBHOW Oomu 19 (67,9%), ronoBokpyxenus 5 (17,9%),
anbo JieueHHEe paHee AMArHOCTUPOBAHHOTO IEpeOpPOBACKYISIPHOTO 3a0ojeBaHusd 3
(10,7%), nepudepuueckoit Heppomnatuu 2 (7,1%) unu nBuraresnbHble paccTpoiicTpa 1
(3,6%).

OnpeneneHHbIx auarHoctuueckux kpurtepueB HBb Ha ceromHsmHuii neHb
OKOHYATeJIbHO HE pa3paboTaHbl. ToOJBKO KpUTEpUU MEXIyHApOJHOTO KOHCEHCyca
(ICR) paspaboransl mis ycranosienus auardoza HBB. ICR npemioxwn ase hopmbl
xinHu4yeckor Hbb: onpenenennyto u BepoATHy0. [ 1MarHOCTUKY ONPEIeIEHHOTO
Hbb mnanueHT n#OMMKEH COOTBETCTBOBATH TPEM KPUTEPUAM MeEXAyHApOIHON

uccienoparenbckoi rpymibl (ISG): y HEero 10KHBI OBITh HEBPOJIOTUYECKUE MPU3HAKU
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U CHUMIOTOMBI (MapeHXMMATO3HbIE U HEMAapEeHXUMATO3HbIE), BbI3BaHHbIE bb; 3TH
NPOSIBIICHHUS] HE CJIEAYEeT JIydlle OOBACHATh KaKUM-IMOO JIPYTUM COCTOSIHHEM; U
KJIIMHAYECKasi KapTUHA JOJDKHAa OBITh MOATBEPXKIEHA HeHpoBU3yanu3aluel u
71a00paTOPHBIMU HCCIIEAOBAaHUSAMUA. BB MOXET MMETh HECKOJIBKO HEBPOJIOTHYECKUX
nposiBieHuit. O1HaKo, TOJIOBHbBIE 00JIU, IBUTATEIbHBIE CUMIITOMBI, ICEBI00YIH0apHas
pedyb U KOTHUTHUBHO-TIOBEJICHUECKHE M3MEHEHHUs OoJiee pacnpocTtpanensl npu HBB,
YeM  CEHCOpHAas  KapTWUHA, HEBPUT  3pUTEIBHOIO  HEPBA,  MEXbIACpHas
o TaNbMOIIIETHs], aTAKCUsl KOHEUHOCTEH M JU3APTPUS MO3KEUKA, KOTOPhIE CIEAyeT
YUUTBIBATH MIPHU LIEPEOPOBACKYIISPHBIX 3a00JIEBAaHUAX, OMYXOJIIX TOJIOBHOIO MO3ra U
MHEJIONATHSX.

Jlnaruos vcciieryeMoil HaMH TPpYIIbl BEpUGUIIMPOBAJICS COTIACHO KPUTEPHUSIM,
pa3zpabotaHHbIM MexayHapoaHoil rpymmod mno uszydenuto bb (ISGBD, 2014).
OneHuBanuch JaHHbIe (PU3UKATBHBIX U OOMICKIMHUYECKUX METOJIOB 00CIIeI0BaHNs, B
toMm unciae MPT ctpyktyp ronoBroro mosra. Kaxkaeiii 60JbHONM KOHCYJIBTUPOBAIICS
HeBponaTtojoroM. KiimHHYecKkHe MpOSIBIEHUS MO3TOBBIX MOPAKEHUN y OOJIBHBIX C

HBbB npencrasiena B Tabnuie 5.2.

Tabimua 5.2. - KimHn4eckue nposiBJeHUsl MO3IrOBbIX MOPAKEHUM Yy 00JBHBIX €

6os1e3ub10 Bexuera(n=28)

IpuszHak / cumMnrom Abs %
I"'onoBHEBIE 60N 23 82,1
TomHOTa 1 pBOTa 12 42,7
["onoBOKpyKEHUE 19 67,9
[IcuxosaMonMOHATBHBIE PACCTPONCTBA 19 67,9
JIBurarenabHble HAPYIICHUS 8 28,6
KornutuHble HapyIieHus 7 25,0

PesynpraThl aHamm3a JkKalio0 WCCIEIyeMOW HaMH TPYIIBl BBIIBHI, YTO
JMIUPYIOIINE MTO3UIUH 3aHUMArOT rojIoBHbIe 00y — y 23 (82,1%) 00NBHBIX, TOLMTHOTA
u pBota y 12 (42,7%). C onuHaKoBOW 4acTOTO# HAOJFOMAINCh TOJIOBOKPYKCHHE H

MICUX0AMOIMaIbHbIE paccTpoiicTBa — 67,9%. B MeHbIIel creneHn ObUTM OTMEUYEHBI
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JBUTATEIbHbIC M KOTHUTUBHBIC HapyiieHus, y 8 (28,6%) u 7 (25,0%) cooTBETCTBEHHO

(pucyHok 5.1).

90,00% 82,10%
80,009 —
' 67,909 7,909
70.00% | () 67,90%
60,00% ——
50,009 ——
40,00% |
0,00% 28,60%
30,0090 —
20,0090 — —
10,00% — —
0,00%
& & & & & &
3 & & & & &
& & $ < S $
& & & & & &
R & & J © &
Q Q N \0 $V vi
& <Y &
& % &
Q > *
3 Ry
s‘eé ¥
&
Q@

Pucynok 5.1. — Kiimnunyeckue nposiBjieHus Heiipo-6oJiesnb bexuera

AHalIU3 JIUTEepaTyphl CBUIETEIIBCTBYET, YTO HEBPOJOTHUECKUE NPOsiBIEHUSA bb
B CPEJIHEM IIPOSIBIISIETCS MIOCIIE S JIET MOCJIE IIEPBBIX CUMIITOMOB U MaJiasi BEPOATHOCTh
PaHHHMX WX MPOSBJICHUN. MBI COUTU HEOOXOAUMBIM ONPEACTUTh CPOKU MPOSIBIICHUS

HEBPOJIOTUUYECKUX CUMIITOMOB OT MOMEHTA Havayia 0osie3Hu Tadauna 5.3.

Ta6auna 5.3. - Cpoku nposiBJieHUsI HEBPOJOTHYECKUX CHMIITOMOB OT MOMEHTA

Ha4yaJa 3a00J1eBaHus

Bpemsi mosiBjieHUsI CHMIITOMOB KoaunuyecTBa 00JbHBIX (N=28)
Abs %
1-2 rox 3 10,7
3-6 rox 9 32,1
7-9 Ton 16 57,1

Pe3ynbraTel mokazanu, yto B 57,1% ciiyyaeB HEBPOJIOrMYECKHUE MPOSBICHUS
HaOI01anMch Ha MO3AHUX cpokax (7-9 rox) u yumb B 10,7% ciaydaeB MO3roBbie
U3MEeHeHHUs HaOIroAaIuch B 1e0roTe 6ome3nu (1-2 rox). Y ocranbHoi yactu 9 (32,1%)
nopaxenne [{IHC nabmroganuce Ha 3-6 ron Oosie3nu. BeICOKUi MPOLIEHT BBISIBICHUS
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HEBPOJIOTHYECKHX MPOSBIEHUN Ha 7-9 roay oT Hayana OOJIE3HH MOXHO OOBSICHUTH
IIO3JHEW  JMArHOCTUKOM, CJIO)KHOCTBIO  PACHO3HOBAHUSA W KpalHE-HU3KOU

MH()OPMUPOBAHHOCTHIO Bpauel 0 CUCTEMHBIX BaCKyJIUTaxX (PUCYHOK 5.2).

1-2 ron 10,70%

32,109

7-9 rox 57,10%

(

Pucynok 5.2. - Cpoku nosiBjieHusi HEBPOJOTH4Y€CKHUX CUMITOMOB OT MOMEHTA

Ha4YaJa 00J1e3HU

I[aJIee MBI COYJIN HCO6XOI[I/IMBIM HU3Yy4YUTHh B3aUMOCBA3b HCBPOJIOTHYCCKUX

CUMITOMOB C CHCTEMHBIMH MPOSIBICHUSIMH Y 00TbHBIX BB, KOTOpBIE MpeacTaBieHb B

pucyHke 5.3.
70,00% 64,3096
60,00%
50,00%
40,00%
30,00% 25,00%
20,00%
10,70%
0,00%
CJeAYHT MOCJIe CHCTEMHBIX OJHOBPEMEHHO C KakK JIeﬁlOT 00J1e3HH
HpOﬂBJ'IeHI/Iﬁ CUCTEMHBIMH NMMPOABJICHUAMHU

Pucynok 5.3. - B3anMocBSI3b HEBPOJIOTHYECKHX CHMITOMOB € CHCTEMHBLIMH

NPOsIBJIEHUSIMH Y 00JIBHBIX ¢ 00s1e3HbI0 bexuera (N=28)

94



AHanu3 CONOCTaBJICHUS HEBPOJOTMYECKUX CHMITOMOB C CHCTEMHBIMHU
NPOSBICHUSAMH ITOKa3asl, 4yTo y OoibimHcTBa 18 (64,3%) OONBHBIX CHCTEMHBIC
NposIBICHUs]  (CTOMATUT, YBEWT, Yy3JI0Bas »JpUTEMa, S3BEHHO-HEKPOTHUYECKHE
MOpaKEHUs TeHuTanui) omnepexam Mo3roBeie. Y 3 (10,7%) OonbHBIX
HEBpOJIOTMYECKasi CUMIITOMaTHKa OTMEYeHa B Je0loTe OOJIe3HH, a y KaXIoro
yeTBEPTOro 0osibHOTO 7 (25,0%) OHU pa3BUBAIUCH OAHOMOMEHTHO.

HecMoTps Ha TsKENble KIMHUYECKUE MPOSIBICHUS MO3TOBOM CUMIITOMATHKA Y
oOcJieJIOBaHHBIX HAMH OOJIbHBIX TJIa3HbIE MPOSBICHUS HAOMIOAAINCh peako. OqHaKko
y OJTHOM OOJIbHOW Hapsy € TSKEIbIM T€YEHUEM MO3TOBBIX HAPYIICHUN OTMEYaioCh
OJIMHAKOBO TSKEJIOE TEUCHUE TAKUX MpOosBICHUN bb, Kak A3BEHHO-HEKPOTUYECKHE
MTOBPEXKICHUS CIIM3UCTBIX IOJIOCTU PTA, TCHUTAJIUNA U KOXKHU.

[TockosbKy manueHTsl ¢ HeMpo-bexueToM MOJI0A0T0 BO3pacTa U MOCTYNAroT C
OCTPBIMU WJIM IIOAOCTPBIMU CTBOJIOBBIMHA CHHAPOMAaMHM, 3a4aCTyH0 B OTCYTCTBUU
CUCTEMHBIX nposiBlieHu#, bb cneayer nuddepenrpoBats ¢ paccessHHbIM CKIEPO30M
Y MHCYJIBTOM. B Takux cilydasx B MOCTAHOBKE MPABUIIBHOTO JUArHO3a UIPacT pojb
THIATEbHBIA COOp aHamMHe3a (peUuIUBHUPYIONIUN a(TO3HBIM CTOMATUT W APYTHE
CUCTEMHBIC TTPOSIBJICHUS B aHAMHE3€) U MPOBEICHUE METO/I0B HEUPOBU3yaTU3AIINH, U3
KOTOpBbIX Hanbosiee WHGOPMATHUBHBIM M UYYBCTBUTEIBHBIM CUUTAETCS MAarHUTHO-
pe3onancHas Tomorpadus (MPT) cTpykTyp roioBHOTO MO3Ta.

MPT - 53T0O 30JI0TOM CTaHAApPT PAAUOJIOTHYECKOTO HCCICNOBAHUS IS
yctaHoBisieHus: quarHo3a HBbB. CormacoBaHHblE XapaKTEpUCTUKHU pe3yiabTaToB MPT
MOpaXeHnM, xapakrepHblx it HDBDb, pasnuuyabl 118 nDapeHXUMATO3HBIX U
HeMmapeHXUMaIbHBIX (GopM. [Ipu paccMoTpeHUM MapeHXUMATO3HOTO HEUpPO-00JIe3Hb
bexueta MPT maer uHdopmamuio o0 Xapakrepe TNOpaXEHUHW U BPEMEHU UX
BO3HUKHOBEHUSI, MECTOHAXOXKJICHUU U PACTIPOCTPAHCHUU MOpakeHui. UTo kacaercs
xapakrepa nopaxennii, MPT MoxeT pasnuyarb OCTpble, TOAOCTPBIE U XPOHUUYECKHE
W3MEHEHUsI TOJOBHOIO Mo3ra. B mepBoM cioydyae TOpaX€HUS SBISIOTCA
TUIIOMHTEHCUBHBIMU WJIM W30MHTECHCUBHBIMU Ha T1-B3BEIICHHBIX H300paKEHUSX,
runep-uHTeHcuBHBIMU Ha T2W u FLAIR-u300pakeHusax u runep-uHTEeHCUBHBIMHU Ha

nu(h(Py3HO-B3BEIIEHHBIX ~ M300pPAKEHUSIX €  ONPENEICHHBIM  OrPaHUYEHHBIM
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Kaxymumcs kodpdunmentom mudpdysun uim 6e3 Hero (ADC); koraa npucyTcTByeT,
orpannueHHbli ADC MOXeT MNpeAcTaBisATh Ba30T€HHBI OTEK M BAaCKYJIHTHBIN
IPOLIECC; KOTJa OH OTCYTCTBYET WJIM YMEHBILIAETCS, OH OOBIYHO CBA3aH ¢ AUPPYy3HBIM
WJIU [IUTOTOKCUYECKUM OTEKOM, B OCHOBHOM HabJrogaeMbiM npu nogoctpoit HBB. B
xpoHHueckoM coctossHud HBb MoryT ObITh 0OHapyKeHbI IIUPOKO paCIPOCTPAHEHHBIE
HOpaXXeHUsI, pa3Mep KOTOPBIX MEHbILE, YeEM B OCTpOil (aze. /[oBoIbHO YacTo MOryT
OBITh 3aMETHBI MpHU3HAKU aTpoduu cTBoia Mo3ra. [lpu HemapeHxumanbHOU dopme
Helipo-6ome3db bexuera MPT win KT-BeHorpadust 0ObIYHO MOATBEPKIAIOT HATUINE
1epeOpaIbHOr0 CUHYCa WM TPOMOO03a BEH, UJIM MEHUHT€AJIbHOTO YCUJIEHUS; C IPYTOM
CTOpPOHBI, ecii HenapeHXxuMHbIi Hbb mposBnsercs cMHIpOMOM BHYTPUYEPEITHOU
TUIIEPTEH3UH, HEMPOBU3yalIn3alisl MOXKET ObITh HOpMaibHOM. KiMHNYeckue 1aHHbIe
CBUIETENBCTBYIOT O TOM, 4T0 MPT nepdy3un roioBHOro Mo3ra MOXeT ObITh OUYEHb
YyBCTBUTEJIBHBIM METOJOM JUIsl BBISABICHUS BOBJICUYCHHMs MO3ra Yy IAlUEHTOB C
napenxumato3Hod HBB, mpenocraBnss npsamyro MHGOpPMaIUIO, OTHOCSILYIOCS K
peruoHanbHON rumnonepdy3uu, Opu KOTOPOM MOryT HaOMIOAAThCS HEOOIbIINE
BAaCKYyJIUTHBIE TIopakeHus. Jlokanmu3anus mopaxeHUud - BTOPOW (PyHJIaMEHTaJIbHBIM
JMAarHOCTUYECKHUI MapaMeTp, KOTOPbI MOKET ObITh BUAEH IPH HEUPOBU3YaTU3ALINH;
CTBOJI MO3ra SIBJSICTCS] MPEINOYTUTENIbHBIM MECTOM IMOPaXKEHUs, KOTOPOE OOBIYHO
HaOmomaercss npu HbBB; Moryr ObITh BOBJIIEUEHBI MOCT, CPEAHHN MO3T U
IIPOMEXYTOUHBIM MO3r. [lopakeHHe TrOJIOBHOTO MO3ra HE JAET ONPEACIICHHOU
KApTUHBI MPEIACTABIICHUS, HO PACIIOJIOKEHHE BEChbMa XapaKTEPHO; IIOPAXKEHUs
OTIIMYAIOTCA OT MOopakeHui, HabmonaeMbIx rpu PC, nockoinbky nopaxkenus npu Hbb
HE SBISIIOTCA NEPUBEHTPUKYISIPHBIMU. M30JIMpOBAHHBIE MOPAXEHUSI ONMCAHbBI B
0a3aJIbHBIX TaHTIUAX, MOJYIIApUAX TOJOBHOTO MO3ra M CHOMHHOM MO3re, XOTs
BOBJICYEHUE IIOCIEIHUX MeHee pacnpoctpaneHo npu Hbb. Busyanmuzanus,
B3BEIICHHAs 110 AUPPY3UH, MOKET IOMOYb B CIIyUasiX HHCYJIbTA, BBISBIISIS YBETUUCHHUE
koadummenta nuddys3uu B mopaxkenusx HBB.

Bcewm 60nbHBIM (N=28) ¢ ycTaHOBIIEHHBIM JuardHo3oM bb Hamu G110 TpOBEIEHO
MPT-uccnenoBanue CTpyKTyp TronoBHOro mosra. B nenom MPT-uszmenenust Obuiu

OTMEYCHBI Y IMOMAABIIAIONEro OonpminHcTBa 00abHBIX BB — 26 (92,9%). MuTtepecen
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(haKT OTCYTCTBUSI MO3TOBBIX KIIMHMYECKHUX MPOSBICHUHN y NBOWX O00ibHBIX bb, X0Ts
MPT — kapTuHa OblIa JOCTATOYHA SIPKasl.

CrpykrypHas xapakrepuctuka MPT-npusnakoB y 26 (92,9%) nanueHTOB
npeacraBueHa ruaponedamueit — 22 (84,6%), arpoduyeckuMu W3MEHEHHSIMH
3puTeNbHBIX HepBOB — 11 (42,3%), npu3Hakamu takyHapHoro undapkra — 8 (30,8%),
dbopMupoBaHHEeM IyCcTOro «Typerkoro» cemia — 15 (57,7%). Hapsaoy c¢
BBITIICYKa3aHHBIMU U3MEHEHUSMH OTMEUYATTUCh U TIOPAXKEHUS CHHYCOB (raiMoput — 8
(30,8%), chenommur — 11 (42,3%). Jlumes y 1 (3,8%) OGompHOoro MPT-npusnaku
MaTOJIOTHYECKOrO0 00pa30BaHUS M OYaroBOrO MOPAXKEHHS TOJIOBHOTO MO3ra HE

yCTaHOBJICHBI (PUCYHOK 5.4).

MPT - usmeHenus (N=26)

I'uppouedanns 84,60%

ATpoduyeckue N3MeHeHNs 3pPUTETbHBIX

42,30%
HEpPBOB

Ipu3naku JakyHapHOro nHgapkra 30,80%

@DopMHUpPOBaHHe MMYCTOro ""Typenkoro ceana' 57,70%
30,80%

Taiimopur

Cdenonanr 42,30%

MPT-npu3HaK He YCTaHOBJICH 3,80%

0,00% 20,00% 40,00% 60,00% 80,00% 100,00%

PucyHnok 5.4. —- MPT-u3meHneHust y 60J1bHBIX ¢ Helipo-00Jie3Hb Bexuera (N=26)

Taxum o6pa3om, Arana3oH MO3TOBBIX MPOSBIECHUH Y 00CIeI0OBAaHHBIX OOJIbHBIX
bb BecbMma pa3zHOOOpa3eH — OT roJIOBHBIX 0O0J€il 10 JBUraTENbHBIX U KOTHUTHUBHBIX
HapyILICHUH, MPU 3TOM HUX YACTOTa MPOTPECCUPYET C JUIMTEIbHOCThIO Oone3Hu. B
accOLMalU ¢ CUCTEMHBIMH IIPOSIBICHUSIMU B OOJIBIIMHCTBE CIIy4aeB YCTYNAEeT UM U

b B 3 (10,7%) cinyyaeB ne0roTUpyer.
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MPT-kapTuHa CTpyKTyp rojioBHOro Mo3ra 6onsHbIX bb BecbMa paznoobpasna
U UMeeT OOJIBIIOE JMArHOCTUYECKOE 3HAYEHUE YK€ Ha PAaHHHUX CTaausAx OOJIE3HH,
3a4acTyIO ONepekas KIMHUYECKUE MPOSIBIICHMUS.

[TpuBoaUM KIMHUYECKUN CIydail O0JIBHOTO C IMarHo3oM — Oone3Hb bexuera,
KOTOPBIN Ha TIPOTSKEHUH S JIeT HaXouJIcs Ha 3apaboTkax B Poccuiickoit deneparuu.

Boabnoit X.M., 1985 r.p., Tamkuk, B Hos0pe 2020 roma mocTynmuia B
pesmaronorudeckoe otaenenne ['Y HMI[ PT «Illudobaxm» ropoma [ymanGe c
*ano0aMy Ha CWJIbHEHIIME MUTPEHENOJ00HbIE TOJIOBHBIE OOJU IMyJIbCUPYIOIIETO
XapakTepa, TOIIHOTY, PBOTY, MOBBIIIEHHE TeMmmepaTyphl Tena g0 38-39°C, Gomu B
KPYIIHBIX M MEJKUX CYCTaBaXx KOHEYHOCTEH, CyJIOpord B  MBIIIIAX,
Pa3IpaKUTENBHOCTD, OBICTPYIO YTOMIISIEMOCTH U CIIA00CTb.

N3 anamue3a: 3a6osen ocenbto 2015 roma (Haxomwiics Ha 3apaboOTKax B
Poccuiickoit ®eneparun). [lepBbiMu cumMnToMamMu 3a00JI€BaHUS SBIISLTUCH: aTO3HO-
SA3BEHHOE MOPAXKEHUE MOJIOCTH PTa U TeHUTAIM. B mocneayromnemM npucoeIMHIINCH
KOXHAasl ChIIb, JINXOPAJIKa, HECCHMMETPUYHBIE apTPUTHI, FOJIOBHBIE 00IM. J{uTensHoe
BpEMsl JICUHJICSI Y CTOMATOJIOTOB M TEPaIeBTOB IO MECTY KUTeNbCTBA. [IprHHMan
HIIBII, rmrokokopTUKOCTEpOUAbl (AEKCaMETa30H B/M) W MECTHOE JIEYEHHUE C
nepeMeHHbIM ycrexoMm. B menom 1o ocenn 2014 y OGONBHOrO yKa3aHHBIE BBIIIIE
CUMIITOMBI YMEHBIIUIINCD.

B centsa6pe 2014 y OO0nbHOrO MOSIBUIMCH CHUMIITOMBI MapeHXMMATO3HOI'O
nopaxkenus [[HC mno tuny wmeHuHrosHuedanura (Temmeparypa, CHIbHEHIINE
roJIOBHbIE OOJM, 3aTOPMOXKEHHOCTh, amartus, Jucherncus). boiapHON  ObLI
rociiutanuzupoBad B ['Y HMIIL PT «ludobaxmr», rae BnepBbie 00JIbHOMY ObLI
BBICTaBJIeH araruo3 bonesnp bexuera. YunuTeiBas TSHKECTh COCTOSIHUS, ObLT HA3HAYCH
METHWINPETHU30JIOH B CYTOUHOH f03¢ 16 mr, Ha doHE MpuéMa KOTOPOTO COCTOSHHE
CTaOWJIM3UPOBATIOCH: CO3HAHUE CTajo0 SCHBIM, HOPMAJIM30BAJIaCh TEMIIEpaTypa,
YMEHBIIWINCH TOJOBHBIE OO W AMCIENCHYECKHEe paccTtpoiicTBa. [lo ymyureHuro
coctostHust 10.10.2014 Op11 BeIUcaH HoMOM. OHAKO, CIYCTsI 2 HENENH, COCTOSTHUE
BHOBb YXY/IIWIOCH: PEIUIUB MO3TOBBIX CUMITTOMOB U JUXopajaka (cyodeOpunbpHas),

B CBSI3M C YeM U OBLI roClMTAJIUM3UPOBAH B PEBMATOJIOTHUYCCKOC OTACIICHUC I'KB Ne5.
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OO0beKTUBHO: OOJIBHOW 3aTOPMOXKEH, OTMEYAIOTCS OJIETHOCTh KOXKHBIX
MTOKPOBOB, JIUII0 THUIEPEMHPOBAHO, B IMOJOCTH PTa BU3YAIM3UPYIOTCS CIUHUIHBIC
adThl. MecTamMu OTMEYAIOTCS  MAIYJIO-ITyCTYJIE3HbIE BHICHIIAHUS HA KOXKE KUBOTA,

BEPXHUX M HWKHHUX KOHeuHocTed (pucyHok 5.5). CycraBbl 0e3 ocobenHocreit. Co

CTOPOHBI BHYTPEHHHUX OPTaHOB 06€3 0COOBIX OTKIOHEHHUH OT HOPMBI.

PucyHok 5.5. - SI3BeHHO-HeKpOTHYECKOE MOPAKEHHEe CAM3UCTOH PTAa M MYCTYJIbI

K0kHu 00abHOrO0 b.,1975 r.p.

JlaHHBIE TOMOJHUTEIBHBIX METOI0B HCCJIEI0BAHMSI: OOIUII aHAIN3 KPOBH:
SPUTPOLIUTHL — 4.5x10%?, remormoomH — 129 r/m, neiikommutel — 10x102
(mamoukosiAepHble  HEUTpohuasl 6%, cerMeHTosaepHble 62%), TPOMOOIMUTHI —
141x10%, COD — 21 mm/uac. O6muii aHaMnM3 MOUYH 6€3 OTKIOHEHHIA.

[Tpu OuoxmMUYECKOM aHaM3€e KPOBU: o0mTHi O0enok — 68 1/11; Xonectepun — 4,6
MMOJIB/JT;, o0t owmpyoun — 14,9 mMxmons/n (cBs3. -4,4 MxMoiw/n; cBo6. -10,5
MKMOJIb/JT); TUMOJIOBas ripoda — 4,0 (Tumon-BepoHanoBas rnpoda — 1,2; iioanast mpoda
— oTp, (popMosoBas mpoda — c1abo-Moj0kK.); MoueBHUHA — 7,0 MMOJIB/J1; KPEAaTUHUH —
82 mmonn/i1; K —4,2; Ca — 144; AnAt — 0,57 mmons/a; AcAT — 0,45 mmons/a; beta-
aunonpoTeuasl 44 en.; caxap kposu — 5,2 mmoub/i; CPb +++. Kposs Ha RW — oTp.
Bpewms cBépthiBanus kpoBu no CyxapeBy: Hau. — 3 36, koH. — 5 51. [IpoTpoMOMHOBBII

uHaekc — 98,7%, pubpuHorex miasmer — 2,75 /71,
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OKT': puT™ CUHYCOBBI, 6€3 OTKIIOHEHHI OT HOPMBI.
Y3U opranoB OpIONIHOM MOJOCTH U MTOYEK: O€3 OTKIOHCHUNA
MPT ronoBHoro mosra: uHGapKT BapojueBa MocTa (MOAOCTpas CTajaus)

(pucyHOK 5.6).

Pucynok 5.6. - MPT-kapTuHa rosioBaHoro mosra 6osasHoro b., 1975 r.p.

B o0nactu BaponmeBaMocTa cieBa BHU3YAIM3UPYETCS 30HA MOBBIILIEHHOTO
curHana Ha T2-BU u nonmxennoro Ha T1-BU 2,1x1,2x1,2 cm. [lepuBeHTpuKyIsspHO
U CyOKOPTHKAIILHO ¢ 00EUX CTOPOH OYard BHICOKOTO M MOBBIIIEHHOTO CUTHaja Ha T2-
BU nmo 0,6 cM, MecTamu CIMBHOIO XapakTepa, C HAJMYMEM OTEKA y 3aJHUX POTOB
OOKOBBIX JKemymoukoB. JKemymouku Mo3ra, cyOapaxHOHWIAIbHOE MPOCTPAHCTBO
YMEPEHHO PACIIUPEHBI.

Pentrenockomnust opraHoOB TPyIHON KIETKH: 0€3 OTKIIOHEHU M

OcMoTp OoKynHuCTa: 0€3 OTKIOHECHUI

Ocmotp HeBposora: bonesnr bexuera. XpoHuyeckas HEIOCTATOYHOCTb
MO3roBOro KpoBooOpaieHus. CHHAPOM JIeMHEIMHU3AIUU MO3Ta.

Jleuenue. bonbHOMY OBLITIO HazHaueHO: 1) KOMOMHUPOBAHHAS IMYJIbC-TEPAIHS
MmeTunpeaoM (B cymmapaoi nposze 1500 mr) B couetanuu ¢ nukinopochaHom (B 103e
600 mr) B/B-kamenbHO Ha (u3MooruueckoM pactBope Ne3; 2) HecTepOUAHBIN

MPOTUBOBOCTIATIUTENBHBIN Tpenapat (BoabTapeH 3,0 B/Mm Ne7), 3) neitpomuaun 10 mr
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B/M Nel0; 3) Bapdapun 2,5 mr/cyT. nepopanbao Nel0. ITo mpoBeneHuy myabCc-Tepanuu
00JBHOM OBLT IEPEBEAEH HA NTEPOPATBHBIA TPUEM METUIIPEIa B CYTOYHOM J03€ 8 MI' U
a3aTUOIIPHHA B CyTOYHOH 103€ 150 mr.

[Tocne mpoBen€HHOTrO JICUEHUS COCTOSHHE OOJIBHOTO  3HAUUTEIBHO
YIYYIIUJIOCh: COCTOSIHUE — OTHOCUTEJIBHO YIOBIETBOPUTEIIBHOE, CO3HAHUE — SCHOE,
TemmnepaTypa 36,7-36,8°C; 5ano6 Ha roJIOBHBIE, CyCTaBHBIE OOJIM M AUCIEICHIECKUE
SIBJICHHSI HET.

BonbHO ¢ pexoMeHaausIMu BhIMMKCaH 10MoM: 1) HabmoieHne y peBMaroiora
Y HEBPOJIOTa IO MECTY >KHUTENIbCTBA; 2) METUIPE] B CYTOYHOH no3e 8 wmr; 3)
a3aTUOIPHH B CyTO4HOM 03¢ 150 mr.

JIaHHBINM KIMHUYECKUM CiIydaill JEMOHCTPUPYET MO3JHIOK AUArHocTuky bb.
HecMmoTps Ha Hanuuyue KJIACCHMUYECKUX CHUMIITOMOB 0oJie3HU B JeOrote, nuarHo3 bb
CBOEBPEMEHHO He ObLIT BHICTABJICH, HE OblIa HA3HAYEHA a/ICKBaTHAS TATOTEHETUYECKas
Tepamnus. JTO, B CBOIO OYEpE[lb, MPUBEIO K PAa3BUTHIO TSHKENBIX MpOsiBIIeHU BB,
OOYCIJIOBJIEHHBIX MOPAKEHUEM LIEHTPAJIbHON HEPBHOW CUCTEMBI.

Takum 00pa3oM, BOBHUKAET HEOOXOIUMOCTh Pa3BUTHUSI MEKIUCITUIUIMHAPHOTO
MOAX0/1a MPAKTUYECKUX Bpauel K BBISIBIICHUIO paHHUX CUMIITOMOB bb 1 coBMecTHOMY

BEJICHUIO ATOM KaTeropuu OOJbHBIX.

5.2. Bapua6eqbHOCTh CEpAEYHOr0 PUTMA KaK MOKA3aTelb MNOPAKEeHUS

BereTaTMBHOI HEPBHOI cucTeMbl Ipu 00Jie3HU bexuera

Xopouio U3BECTHO, YTO HapyllleHHue BereraTuBHOW HepBHOU cucteMbl (BHC)
IIPU OTIPEICIICHHBIX 00CTOATENHCTBAX MOKET CIIPOBOIIMPOBATH MJIM BHI3BATH OTIACHBIC
JUISL  JKM3HUA  JKETYJOYKOBBIC APUTMHUU. XOTS TOYHAsS TPUYUHA  YBEITHMYCHHS
BapuabenbHocTH cepaeunoro purma (BCP) y mauuenToB ¢ bb HenszBecTHa, 0JHUM U3
BO3MOYHBIX OOBSICHEHHI MOXET ObITh BeTeTaTUBHAS TUCHYHKIIHS CepIia.

Ouenka BapuabenbHOCTH cepaeyHoro putma (BCP), npeacrasmstoiias co6oit
BapuaOEIbHOCTh HOPMAJIBHBIX WHTEPBAJIOB CHHYCOBBIX COKpAICHUH, ITHPOKO
UCIIOJIb3YyEeTCSl B KAauyeCTBE HEMHBA3MBHOTO METOJ@ OLEHKH (PYHKIMOHUPOBAHMS

BEreTaTUBHOU HGpBHOfI CUCTEMbI HN ABJIIACTCA HAIACKHBIM METOJOM BBIABICHHA
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HApyIICHU BETreTaTUBHOTO KOHTPOJS CepAlla W MPOTHO3HPOBAHUE JIFOOBIX
HEOJArONMpUsSTHBIX HMCXOJOB, TaKWMX KaK AapUTMHM W BHE3amHas CcepiaeyHas
cMmepTh. Hapylienue BereTaTiBHOM HEPBHOM CUCTEMBI y MAallMEHTOB ¢ bb 10 cux mop
ABISCTCS MPEAMETOM JHCKYCCUM, XOTA JUIS TOATBEPKICHUS HAPYIICHUS
BHCucnonb30Banuce pa3iuyHble MOAXOAbI (BKIIIOYAsl aHalu3 BapuadeIbHOCTU
CEpJIEYHOT0 PUTMA BO BPEMEHHOM M 4aCTOTHOM 00JACTSAX W aHAJIU3 BapuabeIbHOCTU
TypOYJIEHTHOCTH CEpACUHOro putMma). B mutepatype mano ucciegoBaHuil, B KOTOPHIX
ounenuBanachk pynkuuss BHC y mauuentos ¢ bb, ¢ npoTuBopeunBbiMU pe3yibTaTaMu
U pa3HOU creneHbto yyacTus. CyTOuHbIM TpO(HIIb CEepACUHON H3MEHYUMBOCTH Y
nanueHToB ¢ bb He n3yyancs.

N3-3a npOoTHUBOPEUYMBBIX PE3YJIbTATOB ITUX MCCICIOBAHUNA U OTCYTCTBUSA
uccienoBannii BCP y nannenToB ¢ bb B TaknKCKOM MOMYISILIMU MBI COWIH BaXXHBIM
OLICHUTh BETE€TATUBHYIO (DYHKITUIO cep/lia Mo BapuaOeIbHOCTH CEPACUYHOIO PUTMaA Y
nanueHToB ¢ bb 1 KOHTpOJIBHOM TpynIbl; OLEHUTh HUpKaaHble u3meHenus BCP; u
UCCJIENOBATh B3aUMOCBA3b IMApPAMETPOB BEre€TaTUBHOM (PYHKIMU C OLIEHKOU
aKTUBHOCTHU 3a00JI€BaHUS U TTapaMEeTPaMH BOCIIAJICHUS.

B wuccnenoBanue BkitoueHbl 22 manueHta ¢ bb u 3m0poBeie (N=22) u
cootrBeTcTBOBaH 1:1 Mo moity u Bo3pacty nanueHtaM ¢ bb. Kputepuu BxiatoueHus B
KOHTPOJIbHYIO TPYyMIy. B KOHTPOJIBHYIO TPYIITY BOILIU 370POBBIE JOOPOBOJIBIIBI, HE
MMEBILIME B aHaMHe3€e 00JIe3HEN ceplilia U IPYTUX OPraHOB, HOPMAJIbHBIE PE3YIbTAThI
bu3MKaIFHOTO 00CIIeIOBAaHUS M JJEKTpoKapauorpaMmbl. Hu onuH U3 370pOBBIX
0OpPOBOJIBLIEB HE MPUHUMAJT HUKAKUX JIEKAPCTB.

Bcem y4aCTHHUKaM IPOBOANIIOCH 24-gacoBoe XOJITEPOBCKOE
MOHHUTOPHUPOBAHUE. XOITEPOBCKUE 3aMUCU HHTEPIPETUPOBAIUCH CIIEHUATUCTOM-
kapauosoroM (SK) ¢ momompio ELA MEDICAL SYNESCOPE. Knaccudukarius
yIapoB TPOBEPsIIaCh BPYUHYIO U MIPU HEOOXOAMMOCTH KOPPEKTHpOBajach. AHAIIN3
BCP npoBoaumics kak BO BpeMEHHOM, TaK M B YACTOTHOM 00JacTSAX JJIsI BCEro 24-
94acoBOI0 Meproja, a Takxke s gHeBHOro (06:00-22:00) u Hounoro (22:00-06:00)
nepuo10B. Bo BpeMeHHOo# 007acTH CTaHAAPTHOE OTKIOHEHHE BceX MHTEpBasioB RR B

MWIMCCKYHAAX, ITPOUCHT COCCAHNX MHTCPBAJIOB RR, OTJIMYAIOMINXCsI Ooyee yeM Ha
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50 mc, B MpOLEHTaX U CPEIHEKBAAPATHUHBIE PA3INUUS MEXIY MOCIEA0BATEIbHBIMU
uHTepBatamu RR Bcero 3amucu B MuuMcekyHAax. B yactotHod obOnactu
auskodactotHsle (HY, momuocts HY, B Mc?), BeicokoyacToTHble (BY, MomHocTs BY,
B Mc?) 1 HUY/BY (otHOomenue momuocTeidl B HY n BU quanasonax).

VYPOBHHU IJIIOKO3bI B KPOBH HAaTOLIAK, OOIIEro XOJECTEPUHA, TPUIIULEPUIOB,
JUMOIPOTENHOB BBICOKOM IMJIOTHOCTH, T€MOIIOOMHA, KPEATUHUHA U CHIBOPOTOYHOTO
C-peakruBHoro 6enka (CPB) u3aMepsiian B BEHO3HOW KPOBH, B3SITOM y BCEX YHaCTHUKOB
11ocJIe §-4acOBOTO I'OJIOIAHHUS.

OO611as XxapakTepuCTUKA UCCIEAYEMBIX IPYIII MpEACTaBiIeHa B Tabuuue 5.4.
Tabmmua S4. - Jlemorpadpuuyeckue M KIMHHYECKHE XAPAKTEPUCTHKH

HCCJIeAyeMbIX TPy

IHapamerp I'pynna KonrpouabHas P
bexuera (n=22) | rpynna (n=22)

Bospacr (eT) 37 (22-48) 36 (22-50) >0,05
My k4rHa/)KeHITUHA 14/8 14/8 >(0,05*
VMT (xr/m?) 23,9+4,2 22,1£5,2 >0,05
CAJl (MM pr.cT.) 120 (115-122,5) | 120 (110-120) | >0,05
JHAJl (MM pT.CT.) 80 (77,5-85) 75 (70-80) >0,05
JlnmutensHOCTh 3a00s1eBaHus (Mec.) 104,7 £101,8 HET JJAHHBIX

CPb (mr/m) 7,2+4,6 2,7+1,7 <0,001
I'mroxo3a Hatomrak (/1) 0,9 £0,2 0,9+0,1 >0,05
Kpeatunun (Mr/m) 7,5£1,5 7,3+1,3 >0,05
I'emorno6un (1/m1) 13,7+1,4 13,8+1,2 >0,05
OOGmuit xomecTepuH (Mr/ 1) 173,3+35,0 161,2+37,1 >0,05

I[Ipumeuanue: p — craTUCTUYECKasl 3HAUUMOCTb pa3iIMuMsl MoKaszareneil Mexay rpynmnamu (mo U-
KkpuTepuio ManHa-YUTHH, *I0 KPHTEPHIO ¥2).

[To Bo3pacTy M moJly CpaBHUBAaeMbI€ TPYIIIbl HE Pa3inyalnuCh. BONBIIMHCTBO
OMOXUMHUYECKUX TMapaMeTpoB (OOIMH  XOJIECTEpHUH, TJIIOKO3a, KPEaTHHUH,
reMorjo0rMH) B Tpymnmax cpaBHeHHS ObUIM comoctaBuMmbl U Jjmmmb CPb umen
JIOCTOBEPHBIC pA3INUMs U HAXOIUJICS B Auara3one 7,2+4,6 u 2,7+1,7 COOTBETCTBEHHO
(p<0,001).

AHanu3upoBaauCh BpEMEHHbIE M 4YacTOTHble mapamerpel BCP 3a Bech 24-

JacoBo# nepuo (Tadmuima 5.5).
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Ta6muua 5.5. - Iloka3aTteau CyTOYHOH BapuadeIbHOCTH CEepAEYHOr0 pUTMa B

uccJielyeMbIX rpynmnax

IHapamerp BCP I'pynna bexuyera | KonrposbHas P
(n=22) rpynmna (n=22)
CraHaapTHOE OTKJIOHEHHUE BCEX 143,5 (117- 168,5 (140,5- | <0,01
uHaTepBaioB RR (mMc) 164,7) 189,4)
CpenHekBaipaTUYHbIC Pa3Iudus <0,001
MEK]Ty IOCIIeI0BATCIIbHBIMU 31,5 (25,2-42,2) 43 (33,3-57)

uHTepBasiaMu RR (mc)

[IpomieHT coceTHUX HHTEPBATIOB 21,5 (10,5 <0,001

RR, omnmyaronuxcs 0osee 4eM Ha 9 (5-18,7) ’ 32 7)’

50 mc (%) ’

HY (mc?) 802,9 (525,7- 967,5 (694,8— | >0,05
1076,4) 1357,8)

BY (mc?) 214,7 (150,9- 430,7 (262,1- | <0,01
440,4) 608,4)

Cootnomrenne HU/BY 3,4 (2,2-5,0) 2,4 (1,5-3,4) <0,01

IIpumeuanue: p — craTUCTUYECKAsl 3HAUUMOCTb pa3iIMuMsl MoKaszarenaeil Mexay rpynnamu (mo U-
KpuTepHrio MaHHa-YHUTHH)

Kax BumgHo u3 paHHbIXx TaOmunbel B 24-yacoBoMm aHaimuze BCP 3Hauenue
CTaHJapTHOE OTKJIOHEHHE BCeX MHTEpBajoB RR ObII0 3HAYMTENIBHO HUXKE B TPYIIIE
MAlMEHTOB 1o CPaBHEHUIO co 310POBOU KOHTPOJIbHOM rPYHITOn
(p<0,01). AHalornyHO CpeaHEKBAPATUYHBIC PA3TUUUSI MEXKIY TOCIEI0BATEIBHBIMU
unTepBaiamu RR, mpouent coceqnux uaTepBasioB RR ornuyaromuxcs 6osee yem Ha
50 mc u BU koMnOHEHTa; MOKa3aTely MapacuMIIATUYECKOW aKTUBHOCTH;, TaKXe ObLIH
3HAYUTENIHHO HIDKE B TpyInme bb mo cpaBHeHuto ¢ kKoHTpoasHOM rpynmoi (p<0,001,
p<0,001 m p>0,05 coorBercTBeHHO). [lokazaTens cuUMmaToBarajibHOTO OajaHca
(cootnomenue HY/BY) 6wt noctoBepHo Bbilie B rpynne bb mo cpaBHeHuto ¢
KOHTpoabHON Tpymmoi (p<0,01). OmHako MoKa3aTeld CHMITATUYECKONH aKTHBHOCTH
(xomnoreHT BY) Ob171M COMTOCTAaBUMBI MEXAY ABYMS TPYIITIAMHU.

AHanu3 accouuanuu akTUBHOCTHIO Bb m mokaszatenun BCP y mamueHTOoB B

aKTUBHOM (pa3e M B CTaJAMKM PEMUCCHUHU MIPEACTABIICHBI B Ta0HIe 5.6.
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Tab6anua 5.6. - CpaBHeHMe MoKa3aTesell BapuadeJbHOCTH CepAeYHOro puT™Ma B

3aBHCHMOCTH OT aKTHBHOCTH 3200/1eBaHUS

3aboJieBanue B Pemuccust P
ITapameTp aktuBHO# daze | bexuera (n=15)
(n=7)

CraHmapTHOE OTKIOHCHHE BCEX 148 (114-161) 142 (118-167,5) | >0,05
uHrepBaioB RR (mc)
CpenHeKBaApaTHUHBIC Pa3IHIHs 40 (29-45) 30 (25-39,5) >0,05
MEXTy TIOCTICIOBATCIHbHBIMH

unTepBaiamu RR (mMc)

[TpoleHT coceIHIX UHTEPBAJIOB 18 (7-21) 9 (5-16,5) >0,05

RR, otnnuarommxcs 0oiiee yeM

Ha 50 mc (%)

HY (mc?) 796,5 (647-923,4) | 809 (513-1141) | >0,05

BY (mc?) 238,2 (154,6— 191,7 (131,6— | >0,05
663,2) 439,4)

CootHomrenne HU/BY 3,4 (1,2-4,1) 3,4 (2,3-5,4) >0,05

IIpumeuanue: p — craTUCTUYECKAsl 3HAUUMOCTb pa3iIMuMsl MoKaszarenaeil Mexay rpynnamu (mo U-
KpuTepHrio MaHHa-YHUTHH)

[Mudppsl  CBUAETENBCTBYIOT 00 OTCYTCTBHUM  CYIIECTBEHHOM  pa3HUIIbI
nokaszarener BCP kak B cranquu peMuccuu, Tak U B CTauu akTUBHOCTHU bb.

CPb cuuraetcs octpoda3zoBbeIM OEITKOM, CBUACTEIHLCTBYIOIIMI O BOCTIAJICHUN U
paHee NMPOBOAUMBIE HAMH MCCIICIOBAHUSA BBIABUIM MX JOCTOBEPHOE IOBBILICHUE Yy
O0onpHBIX ¢ bb. Mpbl counM HEOOXOOUMBIM TIPOBECTH KOPPEISILUI0 MEXKIY
napameTtpamu BCP u CPBb, a taxxe ¢ jyurenbHOCThIO 3a00eBanus B rpyiie bb.

[IpoBeneno koppensiuuga CnupMeHa MeEXIy Mapamerpamu BapuaOeIbHOCTH
cepaeunoro putma u CPb, akTUBHOCTBIO 3a001€BaHus, JUIMTEILHOCTHIO 3a001€BaHUs
B rpynne bexuera. He BbisiBieHo 3HauuMmod koppemsiuun  CPb umm
MPOJIOJKUTEILHOCTH 3a00seBanus ¢ nokazatensiMu BCP y nmanueHToB ¢ 0051€3HBIO
bexuera. UTo KacaeTcsi OLEHKM aKTUBHOCTH, TO Mexnay oTHomenueM HY/BY u
ouenkoit BDCAF wnaOmonanack 3HauuTelIbHAsh OTpULATENbHAS yMEpEHHAs

koppesust (r=-0,307, p=0,07) (Tabauma 5.7).
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Ta6muua 5.7. Koppeasinus CnupMeHa Mekay nmapaMerpaMu BapuadebHOCTH
cepaeyHoro purmMa u C-peakTHBHOro 0Oejka, aKTHBHOCTHIO 3a00JieBaHUs,

JUINTEJIbHOCTHIO 3200/1eBanus B rpynne bexyera (n=22)

IMapamerp BCP CPb JIINTeJIbHOCTD
3a00J1eBaHuA

CrangapTHOE OTKJIOHCHHE BCEX MHTEPBAJIOB r=-0,143 r=-0,09

RR (Mc) p=04 p=0,6

CpenHekBaipaTUUHbIC PA3TUUYUS MEXKITY =-0,274 =-0,060

nocjeAoBaTeIbHBIMU HHTEpBasIaMu RR (Mmc) p=0,1 p=0,7

IIpoueHT cocenunx nHTEpBAIOB RR, r=-0,302 r=-0,059

oTryarommxcs 6osee yem Ha 50 mc (%) =0,07 p=0,7

HY (mc?) =-0,184 =-0,143
p=0,28 p=0,4

BY (mc?) =-0,314 =-0,166
p=0,06 p=0,3

Coornomenne HU4/BY r=-0,305 r=-0,087
p=20,07 p=0,6

Ipumeuyanue: r — xkoddpdunuent koppemsauuu no CrnupMmeHy, p — CTATUCTHYECKAsh 3HAYUMOCTH
KOpPPEISIHUOHHON CBS3U

Takum 00pa3om, MO CPAaBHEHHUIO C KOHTPOJBHOU Ipynnoi, y nanueHToB ¢ bb
HaOmonanock cHuxenne BCP kak Bo BpeMEHHOM, TaKk U B YaCTOTHOM 00JacTsAX, YTO
OTPAXAJI0  CHWXKEHUME  IIapaCMMIIATHYECKOro  ToHyca. Hamm — pesynbprarsl
CBUJETENBCTBYIOT O HAPYILIEHUU BET€TaTUBHON (DYHKIMU cepala y nmanueHToB ¢ bbb,
HECMOTpsI Ha OTCYTCTBHE SIBHOIO IOpaXEHUs cepauna M cumMnTomoB. lIpu srtowm,

CYTOYHBIN PUTM BapHabEIbHOCTHU Cep/ieyHOro putMa y 60apHBIX Bb coxpansiercs.

5.3. AJropuT™M JAHATHOCTHKH 0Oo0jie3Hn bexyera aganTHpoOBaHHBIX B

Pecny0uinke Tagxukucran

Ha ocHoBe mpencTaBieHHBIX COOCTBEHHBIX KIWHUKO-aHAMHECTUYECKUX U
neMorpauuecknx JaHHBIX- TI0 OTHUYECKOW TPUHAJJICKHOCTH, BBISBICHHUS
MPOBOIUPYIONTUX (DAKTOPOB M CEMEHHOM arperaiuu, CpPOKOB TOSIBJICHHS PaHHUX
CUMIITOMOB, a TaK)K€ OCOOEHHOCTEH (PEHOTUIIOB, UMMYHOJIOTHUECKUX MapaMeTpOB,
HaMU pa3pabOTaH aJIroOpuTM AUArHOCTUKM OoJe3HH bexdera amanTUpOBaHHBINA B

ycnoBusx PT. JlaHHBIM aJrOpUTM MOCIYKUT PYKOBOIACTBOM JUIS IPAKTHKYIOIIHUX
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Bpayeit (peBMaToOJIOTOB, TEpareBTOB, 0 TaTBMOJIOTOB, CTOMAaTOJIOTOB,
JIEPMaTOBEHEPOJIOTOB, OTOPUHOJIAPUHTOJIOTOB, THHEKOJIOB, YPOJOTOB M Bpaudeu
o011ero mpoduiIs) ¢ EeIbI0 PAaHHETO BBIABICHUS 00Ne3HN bexdera u cBOeBpeMeHHOM
pa3paboTku 0a3MCHOM Tepamuu. IJTO B CBOIO ouepeab OyaeT CcrocoOCTBOBATH
IPeIyPEkKICHUI0 )KU3HEYTPOXKAIOIINX COCTOSHUH (CiiernoTa, TpoMO03bl, aHEBPU3MBI
U JIp.), TIOBBIIICHUIO KA4eCTBA KU3HU, COXPAHEHUIO TPYAOCIIOCOIMHOCTH U CHYKCHHIO

WHBAJIMJIHOCTH. AJITOPUTM JUATrHOCTUKHU MPEICTaBICH B Tabiuie 5.8.

Taoauua 5.8. — Anropurm guarHoctuku 0ojie3Hu bexyera

1. | YcraHoBlIeHHE STHUYECKOM IMPUHAIICKHOCTH

BrisiBiienne npoouupytonmi (hakTopoB

3. | Onpenenenue cemeiiHOM arperainy (reHeTUYeCKas MPUHAIIICKHOCTD)
4. | BpisiBlIeHHE paHHUX KIMHUYECKHX CUMIITOMOB U UX CPOKH
5. | BeisiBieHre CpOKOB MOCTIEAYIOMUX (HEHOTUIIOB U MX MOCJIEI0OBATEIHHOCTD:

— IIOpa)K€HHE IO0JOBBIX OPraHOB
— TOPAXKEHUE CIU3UCTBIX MOJIOCTU PTa
— TIOpaXKCHUE KOKHU

— TIOpa)KeHUE IJ1a3

— TOpAXKEHUE CyCTaBOB

— TOPAXKEHHUE COCYI0B

— TIOpPaXCHUE HEPBHOM CUCTEMBI

— TOpaXKEHHUE cepala

— nopaxenue XXKT

6. | [Ipu npoBeneHun 1a00PATOPHBIX UCCIIECIOBAHUN YUUTHIBATD:

— YBEJIMYEHUE CKOPOCTh ocefanus s3putporuToB (COI)

— ademwto (| remoraoOuHa)

— uMMyHOJornyeckue mapametpsl (| T-mumborutet u T-xenmnepsr, UK,
T1gA)

7. | I[IpoBenenre KOHCYJNbTAIlMU JPYTUX coenuanuctoB (cromarosor, JIOP,

OKYJIUCT, TUHEKOJIOT, YPOJIOT, HEBPONATOJIOr U T.1.)
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I'naBa 6. O0cy:k1eHNEe MOJy4YeHHBIX Pe3yJIbTATOB

bonesns bexuera (BbB) - 3T0 cUCTEeMHBIN BAaCKyJIHUT, OTJIWYAIONIMIICSA S3BaAMU
MIOJIOCTH PTa, TEHUTAIBHBIMH SI3BaMU, APYTUMH KOXKHO-CIU3UCTBIMHA TOPAKECHUSIMH
(y3noBatas sputeMa (EN-momo6HbIe TOpaskeHMs ), MAIYIOMYCTYJIE3HbIE TOPAKECHHUS,
MOBEPXHOCTHBIM TPOMOO(hIEONT, TIIa3HBbIC, COCYIUCTHIC, CYCTaBHBIC, KEIYIOYHO-
KUIICYHbIC, HEBPOJIOTMUYECKUE U cepieuHble mopaxenus [18, 29, 213]. 3aboneBanue
HEYCTAHOBJICHHOM STHOJIOTMM HMMEET XPOHMYECKOE TEUEHHE C BOCHAIUTEIbHBIMU
npuctynamu [121, 188]. Bb 00BIYHO BO3HHMKAeT B TPEThEM WM YETBEPTOM
necstuieruu [5, 11].

3aboneBanne, KOTOpOe HAOIIOJAETCSs BO BCEM MHpE, Yallle BCTpPEYaeTcs Ha
npeBHeM «lllenkoBom myTH», mpoctuparomemcs oT SAnoHuu no crpaH bmkHero
Bocroka u CpemuzemHoMmophsi. PacripoctpaneHHOCT, ©OOJE3HM B CTpaHax,
pacrionokeHHblx Ha apeBHeM «lllenkoBom mytm», cocraBiser 14-20 nma 100 000
yenoBek [7, 101]. Jlo cux mop camblii BEICOKHH YPOBEHb PAaCHpOCTPAHECHHOCTH OBLI
3apeructpupoBad B Typumm (420 wa 100 000) [8, 101, 214]. INomynsuuoHHBIE
UCCIIEIOBaHUSI C OOJIBIIMMHU CEpUSIMH, TPOBEAECHHbBIMU 3a mnochennue 30 Jer,
MOKAa3bIBAIOT, YTO OOJIE3Hb BCTPEUACTCS C OJIMHAKOBOW CKOPOCTHIO Y MPEACTaBUTEICH
obowux moJjos [17, 67].

Teuenne Ooyie3HU TSDKENOE, KOTJa OHA BO3HUKAET B MOJIOJIOM BO3pacTe, y
MAIMEHTOB MYXKCKOTO TI0JIa U y T€X, KTO HE MOJy4aeT PEryJSIpHOTO JICUCHHS U
HaOmoenus [17, 65, 69]. Bb orpuiiatensHO BIUSET Ha KAYSCTBO )KM3HU IMAIIUCHTOB U
MOKET MPUBECTHU K MOTEPE TPYAOCIIOCOOHOCTH.

B muoromnentpoBom uccienopannun Mumcu et al. cooOraercs, 9To My>KCKoM
TI0JI, paHHEE Hadajio 3a00JIeBaHUs, KypeHHe, UCTI0JIb30BaHUE UMMYHO/ICITPECCAHTOB,
MOpaKEHHWE TJIa3 M COCYJOB SBISIOTCS Hambonee BaXHBIMH (aKTOpamu,
NPUBOASIIMMH K paHHEH MHBAIMIW3ALUMU M TMOTEpU TpyaocnocobHoctu [173, 174].
[TopaskeHne KpymHBIX COCYIOB, HEBPOJIOTUYECKUX MPOSIBICHUM, a TAKIKE KETYJOUHO-
KHIIICYHBIC W CEepJIeYHbICc (DEHOTHUIIBI SIBIISIOTCS HaAWOOJee BaKHBIMH TMPUYHHAMMU
cmeptHoctH [60, 65, 74, 75]. Ognako y OosbInMHCTBA HalieHTOB bb HaunHaeTcs ¢
OTHOCHUTEJIHHO JIETKMX CUMITOMOB (TIOPaKEHUE CIU3UCTON 00O0JIOYKH), KOKH, MBIIIII]
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u np. [52, 71, 76]. Tsokenoe mopakeHUE OPraHOB MPOWCXOJUT Ha MO3THEH CTaJHH
3aboseBanus [66, 71, 81].

Takum o00pa3om, paHHSSI JAMATHOCTUKA, COOTBETCTBYIOLIEE JIEUEHUE U
perynspHoe HabIIoIeHUE TTO3BOJISIOT MPEJOTBPATUTH TXKEI0E MOPaKEHNE OPTaHOB Y
3HAYUTEJIbHOTO YMCJIa MalEeHTOB.

He cymectByeT 0JJHO3HaUHbIX J1a00paTOPHBIX TECTOB JJISl AUArHOCTUKH ITOTO
3a00NIeBaHus, W JMArHO3 CTAaBUTCA HAa OCHOBAHWU KIMHHYECKHUX NaHHBIX. OOrien
YepTOM Pa3IMUYHBIX JTUArHOCTUYECKUX KPUTEPUEB, MCIIONB3YEMBIX 1O CHUX HOp MpHU
3a00JIeBaHUH, SBJISAETCS TO, UTO JUATHO3BI OCHOBBIBAIOTCS HA MOPAKEHUSIX CITM3UCTHIX
U KOXXHBIX TTOKPOBOB, OCOOEHHO Ha OpaJIbHbIM a)T03, TEHUTAIBHBIN aPTO3, KOKHBIX
MOPaKCHUSAX U TOJIOKUTEIbHBIX pe3yibTaTax TecTa Ha marrepruto [57, 60, 67, 104,
126]. B  nmmarnoctuke bbb  paspaGoTaHbl  KpuTepuM — MEXKIYyHAPOIHOM
UCCIIEIOBATENBCKOM TPYNIbl U HauboJiee MMPOKO HCIOIb3YIOTCS B IpaKkTHKE [65,
151]. XoTst [1WarHo3 OCHOBBIBACTCS TOJILKO Ha KIMHUYECKUX MpPU3HAKAaX,
YCTaHOBJICHHbIX MexayHapoaHbiMu Kputepusmu Oone3nn bexuera (ICBD), c
TEeHETUYECKOM TOYKM 3peHusi 3a00JIeBaHHE HCTOPUYECKH CBS3BIBAIOT CHayana ¢
yenoBeueckuM JiedkouutapHeiM antureHom (HLA) ceporuna BS, a 3atem c
vosekyna/amtens HLA-B51 [1, 151, 199].

Cerognss B pecnyOJiHMKe co3jajach OYEHb cepbe3Has mpoliema — KpaiiHe
3ano3ganass  auarHoctuka bb.  Ilammentet 10 MomeHTa  oOpaileHust B
CHELMATU3UPOBAHHBIE PEBMATOJIOTMYECKHE ILIEHTPhl MOTYT HMETh pa3jiHuHble, a
WHOT/Ia ¥ HETUITUYHBIE MPOSIBICHHUS, YTO YCIOXKHSET TUAarHOCTHIECKH moaxof. Kak
paBUJIO, OOJBHBIC IUTENBHOE BpeMs (TOABI W JCCATHICTHS) C Pa3IMYHBIMU
KajmobaMM ¥ KIMHUYECKMMU TPOSIBICHUAMU ONYXKAAIOT MEXAY pPa3IMYHbIMU
CHCIIMATUCTAMH, BKIIOYas OQTaJIbMOJIOTOB, THHEKOJOrOB, HEBPOMATOJIOTOB,
JIEpMaToJIOTOB, TacTpOdHTEposioroB u Jp. K peBMaToiory K COXKaJCHHIO,
HANPaBISAIOTCA B MO3AHUX CTAIUSIX U MOPOU C CEpbE3HBIMU OCNOKHEHUsAMU. [Iprunn
MO3/IHETO OOpaIIeHUs W HaNpaBICHUs K PEBMATOJIOTY HECKOJBKO M TJIABHOE KpaifHe
HU3Kasi OCBEIOMJICHHOCTh Bpauel O CUCTEMHBIX BACKYJIMTAaX U OTCYTCTBHUE B pErHOHaX

Bpaueil-peBmatonoroB. CymiecTByeT mnpoOeil B 3HAHUAX O TOM, Kak TEKyIlHe
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JMArHOCTHYECKHUE KPUTEPUHU pabOTaIOT B YCIOBUAX aMOylaTopHOTro 3BeHa. [loaTomy
MBI B OJJHOM M3 337a4 MCCIIEIOBAHUS OXapAKTEPU30BAIN KIMHUYECKUE MPOSBICHUS
MalKUEeHTOB, HaIlPaBJICHHBIX B HallMOHAJIBHYIO MHOTOIPO(PUIBHYIO
CHEUATN3UPOBAHYIO KIMHUKY, 1€ PACIIOIOXKEHO PEBMATOIOTMYECKOE OTACICHHE U
ONpEIENININ JUCKPUMUHALIMOHHBIE XapaKTEPUCTUKH Y TAUEHTOB C bb.

C oroii menpt0o Ha | JTarle HaMU MPOBENEH PETPOCIEKTUBHBIM aHAIU3
MEJIUIIMHCKOW JOKYMEHTAIIMU (JIaHHBIC IMAI[UEHTOB), HANPABICHHBIX B KIHUHHUKY C
npeaBaputenbHbiM AuarHozoM bb 3a mepuox 2014-2022 rr. PeBmaronormdeckoe
ornenenne 'Y HMI] PT «llludobaxin» sgBisieTcs €IMHCTBEHHBIM ILIEHTPOM, Kynaa
HaIIpaBJLIIOTCA IAIMEHTBl CO BCEM CTpaHbl C NOAO3pPEHHMEM Ha auarHo3 bb wu
OCMAaTpPUBAIOTCS TJIABHBIMU CIIELIMATUCTAMU B 00JIACTH PEBMATOJIOTHUH.

Kputepusimu BrItoueHUs OB MIEPBUYHOE HAIIPABIECHUE OT Bpauel U MOJHbIE
3alliCU O MOCIEAYIOLEM Ha0II0IeHNH, IO KpaiiHel Mepe, 0 TeX Mop, MOoKa JUarHo3
He OyJeT MOATBEPKIACH WIM UCKIIOYeH. Bcero moaBepriaucy aHanu3y MeAUIMHCKas
nokymeHTauus N=101 6oapHBIX, ¢ mogo3peHueM Ha bb. beina codpana nHpopmanus
O CHENHAIBHOCTH HAIPaBIISIONIECTO JIeYallero Bpada, 3alrcaHbl jgemMorpaduyeckue
JaHHbIE, BKIJIIOYAs BO3pPACT, MOJ M ATHUYECKAs NPHUHAMIEKHOCTb. bbUl mMOy4eH
MOJHBIA aHAMHE3 TEKYIIMX CHUMIITOMOB, KOTOPBIM BKJIOYANl THI, TSXKECTh H
MPOJOJKUTEIBHOCTh CHUMIITOMOB, a TaK)X€ CeMEuHblM aHamMHe3 bb u xapaxrep
Tepanuu.

PesynpTaTel ananmza mHGOPMAIIMK O CIEIMAIBHOCTH HAIMPABISAIONIETO Bpaya
MOKa3aJld, 4TO K peBMarosioraM OOJIbHbIE C MOJMCHHIPOMHOCTBHIO OOpallarTcs B
no3nHue cpoku (/-9 mer), a TepameBThl ObUITM HamOoJiee paclpoCTpaHEHHOU
CHEUHUABHOCTBIO Jedamux Bpaueh (33,7%) HampaBigrOUUMX MMAIlMEHTOB, 32 HEH
cienoBanu ctomarosioru (18,8%), odransmosoru (16,8%) u peemarosoru (12,9%).

N3 obmero cnucka (N=101) wampaBneHHbIX O0mbHBIX 54 (53,5%) ObLTH
KeHIHamu, a 47 (46,5%) — myxunHamu. Hanbonee pactpocTpaHeHHOM S THUIECKOM
MPUHAJJICKHOCTBIO CpPeU MAIlMEHTOB ObUIM CMelIaHHble (Y30eKu+Takuku) — 39
(38,6%), 3a HuM cregoBanmm y36exu — 27 (26,7%), tamxuku — 23 (22,8%). pyrue

HanmoHanbHOCTH cocTaBisui 12 (11,9%). Cpennuii  Bo3pacT HamnpaBJICHHbBIX
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nanueHToB coctaBui 32,4 roaa (nuamna3on ot 10 1o 74 net, cTaHAApPTHOE OTKJIOHEHUE
12,8).

JIns OOJBIIMHCTBA CHUCTEMHBIX BAaCKYJIMTOB OTCYTCTBYIOT OKOHYATEIbHBIE
TUArHOCTUYECKHE TAOOPATOPHBIE M TUCTOMATOJIOTHICCKUAE TECTHI U JUATHO3 CTABUTCSI
HCKJTFOYUTEILHO Ha OCHOBAaHUH KIIMHUYECKHUX JaHHBIX. OCOOCHHO OCTPO CTOUT BOIIPOC
C paHHEW TUarHocTukou bb. PasnuuHblie IMarHOCTUHYECKUE KPUTEPUH, UCTIONIb3YEMbIE
IIPU JWArHOCTHKE 3TOTO 3a00JeBaHUsS, OOBIYHO BKIIOUAIOT TOPAXKEHUS CIU3UCTHIX
000JI0UeK, TJIa3 M TMOJOXKHUTEIBHBIM pe3ylbTaT TecTa Ha mnarTepruro. Hanbomee
IITUPOKO HCIIOIB3YEMbI HA0Op JTUArHOCTHYECKHX KPHUTEPHUEB OBLI yCTAaHOBIICH
Mex1yHapOoIHOW HCCIIEIOBATENBCKOM Ipynmon no kpurepusMm bb, cpenn tpex us
IATH PE3yIbTaTOB (adTO3HBIM CTOMATHUT, SI3BbI T€HUTAINS, KOXKHBIC IOPAKCHUS,
MOpaXeHUE TIJIa3 U TMOJOXKHUTEIBHBIN pe3yibTaT TECTa HAa MATTEPruio), MPU STOM
MOPaKEHUST KOKHU U CIM3UCTBIX 000JI0YeK ObLIM HanOoJiee YacThIMU CUMIITOMaMHU B
Havaje Wik Ha jro0oi craguu BB [11, 65, 120, 151]. CornacHO MHOIOYHMCICHHBIM
UCCIICIOBAaHMSM, HauOoJiee YacThIMH CUMOTOMaMH sBJstoTcsa adTel (92-100%),
KoxHbIe TIopaxkeHus (38-99%), rmazusie (29-100%) u cycraBHbie nposiBiieHus (16-
84%) [5, 11, 151]. OnHako OTCYTCTBHE MOPAKEHUS OCHOBHBIX OPT'aHOB B TICPBBIC T'OJIBI
bb He mpenmonaraer yMepeHHOTO MPOTHO3a, OCOOCHHO JISI MOJIOABIX IMAIIMEHTOB
MY>KCKOT'O T10J1a. YUUTBIBAsI, YTO B OOJIBIIMHCTBE CIIY4aeB IMOPAKEHUS CIU3UCTHIX
000J104€K MOSBIISIOTCS O TOTO, KaK Pa30BbETCSl CEPhE3HOE MOpaKEHHUE OPTraHOB U B
CBS3M C Y€M JMArHOCTHUKA KOXKHO-CIM3HUCTBIX CIEKTPOB HEOOXOIMMO Il paHHEU
JTUArHOCTUKU W JICYEHHUs, KOTOpPBIE TIPEIOTBPATAT OOJBITMHCTBO  OITACHBIX
nociencteuii bb [5, 175].

B Hamux uccnenoBanusx HanboJiee 4aCThIM CUMIITOMOM, TIO TIOBOTY KOTOPOTO
OBLTM HAIMpaBJICHBI MAIlUEHTHI, OBLUIM TMOpa)xeHus mojoctu pra y 68 (67,3%), 3a
KOTOPBIMU cliefloBaiu nopaxenus raasz — 32 (31,7%), nopakeHus: MOJOBBIX OPTaHOB
— 23 (22,8%), xoxubie mposiBieHus — 19 (18,8%), 6oau B crmae — 11 (10,9%),
nopaxeHue cyctaBoB — 9 (8,9%) u nopaxenune XKT y 5 (4,9%). Ho nocemenus
HaIllero OT/ACJICHHUS TMPOJOJDKUTEIBHOCTh CHMITOMOB B cpeaHeM 71,6 Mecsia

(mmanason ot 10 el no 186 MecsueB, cTaHAapTHOE OTKIOHEeHHE 74,2 Mmecsna). s
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MAIMEHTOB C MHOXXECTBEHHBIMU CHMIITOMAMH HCIIOIh30BaIach MPOAOIKUTEIBHOCTh
WX CaMBIX PAaHHHX CUMIITOMOB.

CemeiiHas arperaiusi BACKYJIUTOB HalllJla CBOE OTPa)KEHHWE B MHOTOUYHCIICHHBIX
ucciaenoBanmsx [5, 6, 11]. Tlpm 3ToM 3adacTyio TOKa3aHBI PaA3IAYUS MEKIY
nonyisiusamu [4, 25, 41, 101]. Tak, y HECOBEPIICHHOJETHUX MAIMEHTOB C 3THUM
3a0osieBaHUEM HaOmrofanach O0osee BbICOKas CeMEeWHas arperaiusi o CpaBHEHUIO C
HaIMeHTaMH, JUarHOCTHPOBAHHBIMU B 3peiioM Bo3pacte [5, 6]. AHaMHeCTHYECKHE
JIAaHHBIC HANPAaBJICHHBIX MAIMEHTOB C MOjo03peHreM Ha bb mokasan, uro 8 (7,9%)
MMeNnu cemelHbli aHamHe3 bb, a 29 mammenTa (28,7%) nMmenn ceMeMHBI aHAMHE3
pelUIUBUPYIONIETO apTO3a MOJIOCTH PTA.

B  nocnmeactBum  Bce  mamuMeHThl  ObUM  OOCJENIOBaHbl  TPYIION
MYJIBTHIUCIATLTMHAPHBIX 3KCIEpTOB bb, BKIIOUas peBMAaToJIOroB, AEPMAaTOJIOTOB U
o TanbMOJIOT0B. BBIIIO MPOBEACHO TIATENHFHOE U CUCTEMAaTHYeCKoe 00cieJoBaHUE Ha
OpPEAMET KOXXHO-CIM3UCTBIX TMOPaXEHWH, TJA3HBIX, CYCTaBHBIX, CEPJCUHO-
COCYIHUCTBIX U HEBPOJIOTHIECKUX TTopakeHN . CyCcTaBHBIC CHMITTOMBI JOTIOTHUTEIBHO
OIICHUBAJIMCH C TTOMOIIBIO IIEJICHANPABICHHOTO (DPU3NYECKOTO 00CIeN0BaHUs U, TIPU
HEOOXOJMMOCTH, PEHTTCHOTPAMM, YTOOBI pa3inyaTh PazIUdHbIC dTHOJOTHH. Bcem
nanenTaM ObL1 npoBeieH TecT Pathergy. C 1enbio yCTaHOBJICHHUS OKOHYATEIHHOTO
JMarHo3a, HaMH KCIoJib30BaHbl MexayHapoansie kputepun bb (ITR-ICBD)
(MeXIyHapOJHOM IpyNIbl MO MEPECMOTPY): COBMECTHOE UCCleI0oBaHue 27 CTpaH Mo
YyBCTBUTEIBHOCTH U CHCIU(DUIHOCTH HOBBIX KpuTepuen [151].

[Tocne THIaTETEHOTO OOCIENOBAaHUS, OCMOTpPa Y3KHX CHCIHAINCTOB M
Bepu(dUKaIUs TMarHo3a ¢ UCIOJIb30BAHUEM MEXIYHAPOAHBIX KpuTepueB y 43 (42,6%)
o1 auarnoctupoBan bb, 19 (18,8%) umenu BeposTHBIM amarHo3, a bb Obut
uckitoueH y 39 (38,6%) nauueHTos.

JlnanazoH (hEHOTUIIOB CHUCTEMHBIX BACKYJWTOB BEChbMa IHUPOK U 3a4aCTYIO
XapaKTEPHO OOIIHOCTh CHUMTOMOKOMIUIEKCOB, YTO 3aTPyAHSIET JUArHOCTHKY,
0coOeHHO Ha paHHUX dTamax [5, 86, 120, 208]. IloaucCHHAPOMHOCTH, OOLIHOCTH
KIIMHAYECKUX TPU3HAKOB M OTCYTCTBHE TOYHBIX JAaOOpPaTOPHBIX MapamMeTpoB

MPUBOJIUT K 3am03/1a10i 1uarHoctuke U bb He uckimtouenue. Y o0cae0BaHHBIX HAMU
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MaIMEeHTOB, KOTOPHIM HE ObLT MocTaBjeH quardo3 bb Hambosee yacTo BCTpeyanuch
npocthie adTo3HbIe TopaxeHus y 9 (23,1%), 3a He#l ciaemoBall KpacHBIA TIOCKUN
mumiait y 4 (10,3%) u uzonupoBanHoe nopaxenue a3y 3 (7,7%). Cnenyer OTMETUTD,
gro y 18 (46,2%) nmamuentoB B rpymme 0e3 bb Mbl He ycTaHOBMIM KOHKPETHBIH
JTMArHo3, MOCKOJIbKY ATUX MallMEHTOB HANPABWIM JJIS MOJIYYEHHUS BTOPOTO MHEHMS
otrHocuTenbHO bb. He Obl1 moctaBnen auarHo3 bb. B mociepyromem oHu He
HaOJI0JaMKCh U HET CBEJICHUI 00 OKOHYATEeIbHOM Jrarnos3e. B rpymnmnax cpaBHEeHUs —
nepBas rpynmna ¢ Bb (n=62) u Bropas (n=39) He ObLIO 3HAYMTEIBHBIX Pa3IHYUN C
TOYKH 3pEHUS BO3PACTa U STHUICCKOM MPHHAICKHOCTH (Bce 3HaueHus P>0,05). [Tpu
3TOM B rpynne 0onbHbIX ¢ Bb npeobmananu myxunnsl (61,3% npotus 28,2% 6e3 bB).
[IpoIOIKUTENTFHOCT, CUMIITOMOB TakKe Obljla OJMHAKOBOM MEXIy TpYIIaMH
(p>0,05%). B o6eux rpynmnax mopa)XeHusi pOTOBOH MOJIOCTH ObUTH HaumbOoJIee YacTomn
MPUYMHON HAaNIPaBJIEHUS K CIIEIUATUCTaM, a UMEIOIINECS CUMIITOMBI CYIIIECTBEHHO HE
pa3IMyaInCh MEX]y TPYIIIIaMH.

PemmtensHO oAaepKUBaeTCs BKIIal TeHETHYECKUX (hakTopoB B maToreHese bb
[169, 184]. B Hnawame 1970-x Obwio cooOmieHO 00 wuAeHTH(HUKAIMKA 00IaCTH
yesjoBeyecKoro JeikonuTapHoro anturena (HLA) kak nepBoii reHeTHYeCKOoM 001acTh
BocripuuMuuBoctd Kk bb [184]. Hcmonp3ys cepojorHuecKue METOIbI, P/
uccnenoBateneit oonapyxuau cesizb HLA-B51 ¢ BB [1, 52, 139, 199]. Cnycts noutn
MATBACCAT JIET CIOXKHas 3a7aya pa3rajku TeHETUYECKOM apXUTeKTypbl bb Bce ere
nponopkaercsa. [lanuentsr B rpynmne ¢ bb uMenu 3HauuTenbHO 0o0siee BBICOKYIO
pacrnpocTpaHEeHHOCTh ceMeitHoro anamue3a bb 11,3% 1o cpaBHeHuIo ¢ nmoarpynmnou
06e3 bb 2,6% (P>0,05). ¥V Hux Takke ObUIa 3HAYUTEIHLHO 00Jiee BBICOKAS
pacnpoCcTpaHEHHOCTh CEMEHHOTO aHaMHe3a opaiabHOTo adro3a 35,4% 1mo cpaBHEHUIO
c rpynmoi 6e3 bb 17,9% (P >0,05)

Takum oOpazoMm, mpu wuccienoBanun 101 marueHTOB, HAMpaBICHHBIX B
peBMarosiorniyeckuii kabuHet, y 62 (61,4%) mnamueHTOB ObUIa OKOHYATEIHHO
nuarHoctupoBada bb. B 3Tol KOropre maluMeHTOB, Y KOTOPBIX MPEATION0KUTEIBLHO
OblIa BBICOKAs BEpOSTHOCTh bb, mopaxeHuss ria3 M TEHUTAIMA BMECTE C

MMOJIOXKUTCIBbHBIM TCCTOM MATTCPIruu 3HAYUTCIbHO YalllcC BCTPCUAIOTCA Y TEX, Y KOI'O
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OKOHYaTenbHO nuarHoctupoBana bb. Kpome toro, y mamueHToB Oblia 3HAUUTEIBHO
BBIIIIE BEPOSATHOCTh BOBJICUEHUS HECKOJIBKUX OPraHoB (>2 CHCTEM OpraHoB).
Pe3ynbpTaThl 3TOro UCCiIe10BaHUs MOTYT OBITh MCIIOJIb30BaHbI B CIICIUATTU3UPOBAHHBIX
PEBMATOJIOTMYECKUX KIMHUKAaX, KOTOPHIE €KETHEBHO CTAJIKUBAIOTCS C MAIMEHTAMU C
BBICOKOW BEPOATHOCTBI0O bbb W arunuuyHeiMu nposiBaeHusMH. Kpome Toro,
aIbTepHATUBHBIC JUArHO3bl, YCTAHOBJICHHBIE B 3TOM HCCIIEIOBAHUU, MOTYT OBITh
VICIIOJIb30BaHbI B Ka4eCTBe CIIMCKa Hauboee pPacIpOCTPaHEHHBIX
muddepennnanbubix  quarHo3oB  bb.OgHako mopakeHHs pPOTOBOM  IMOJIOCTH,
BOBJICUCHHE CYCTABOB M JKEJIYJJOUHO-KUIIICYHBIC MPOSBICHUS ObLITU CXOIHBIMU MEXKTY
rpynmnamu. Kpome toro, manueHtsl ¢ bb 3HAUWMTENBHO dHale MMENW MNOPAKECHHE
HECKOJBKHX OPTaHOB (>2 CHCTEM OPraHOB).

CrmenyromupM  STaroM — HAIEero  HMCCICAOBAaHMS — SIBAJIACH  KOMIUIEKCHAS
XapaKTepucTuka OOJBHBIX C YCTaHOBJIEHHBIM jauarHo3oM bb. Kpurepusamu
BKJIFOUEHHS] COOTBETCTBOBAJIHU B 00111 croskHOCTH 62 marueHToB ¢ bb (38 myxunn u
24 >KeHIIWH), HAOMIOJABIIMXCS B YCJIOBHUAX PEBMATOJIOTHYECKOro oTAeneHus 'Y
HMI[ PT«llIudobaxm» ¢ 2014-2022 rr. u dYacth OOJBHBIX HaOIIOJANACH
amOymnaTopuo ¢ 2017 mo 2022 r., 31,2+10,2 roma, meanana gmmrensHoct bb — 67,2
[26,0; 164,0] wmec (oxkomo 6 jer). Bce manmMeHTBI  COOTBETCTBOBAIU
KJIaCCU(DHUKAIIMOHHBIM KpUTEpHUsIM MeEXIyHapOAHOW TpYIIbl MO0 u3lydeHuio bb
(ISGBD) 1990r. u Mexnynapoaueim kputepusim bb (ICBD) 2014 r. Ilo unaekcy
BDCAF (Bechet Disease Current Activity Form) — onpeaensiachk cTeneHb
aKTUBHOCTH.

PaznuuHble KIIMHUYECKUE NPOSBIEHUS U YacToTa bb 3HaunTenbHO pasnuyaroTcs
B 3aBUCHMOCTHU OT PErMOHA, M MBI SIBIIIEMCS CBUJETEISIMU BCE HOBBIX MyOIMKAIIUNA U
MCCJIEI0BAHMM 110 3TOM TTpobieme. 3a00ieBaHNe HEYCTAaHOBICHHOW ATHOJIOTUH UMEET
XPOHUYECKOE TEUEHHE C BOCMAIUTEIbHBIMUA TpUCTynaMu. bb 0ObIYHO BO3HUKAET B
TpeTheM WM YeTBepToM aecstuietuu [5, 12, 19, 152]. 3aboneBanue, KOTOpOE
HaOJIoaeTcsl BO BCEM MHpe, yalle BcTpedaeTcss Ha JapeBHeM «lllenkoBoM myTu»,
npoctupatomemcs: ot Anonun 1o ctpad bamxknero Boctoka u CpeauzeMHOMOpBDSI.

PaCHPOCTpaHCHHOCTB 0oJIe3HU B CTpaHax, PacCIlOJIOKCHHBIX Ha APEBHEM «IIlenkoBoM
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nytu», cocraBisier 14-20 wa 100 000 wenosek [7, 67, 122]. Jlo cux mop camblii
BBICOKUI YPOBEHB PACIIPOCTPAHEHHOCTH ObLI 3apeructpuposad B Typuuu (420 Ha 100
000). IlomynguuOHHBIE UCCIENOBaHUS C OONBIIMMH CEpUSIMH, MPOBEIACHHBIMHU 3a
nocienaue 30 JeT, MOKa3bIBAIOT, YTO 00JIE3Hb BCTPEYACTCSI C OJMHAKOBON CKOPOCTHIO
y npejacTaBuTencii oooux mojos [4, 17, 101, 184].

WNuTepecHble  JaHHbIE MBI  MOJYYWIA TP aHAIM3€  ATHUYECKOM
MIPUHAIICKHOCTH o0caeayeMbix Hamu 0osbHBIX ¢ bb. Hanbonee pacnpoctpanenHon
STHUYECKOM  MPUHAMJICKHOCTBIO  Cpeld  MalMeHTOB  ObUIM  CMENIaHHBIC
(y30exu+tamxukn) — 38,6%, 3a HUM clieqoBanu y30eku — 26,7%, tamkuku — 22,8%,
adranusl — 5,9% u apadel — 1,9%. [Ipyrue HallMOHAIBHOCTH COCTABIISUTH 3,9%.

XoTsi  3a0oyieBaHME  OMPEACICHO KaK  TPUCUMITOMHBIA  KOMILUIEKC,
XapaKTEPHUIYIOIIUICS PEIUIUBAPYIONIMMHU S3BaMH B TOJOCTH PTa, T€HUTAIbHBIMH
S3BaMU M YBEUTOM, MTOCJIEIYIONTUE UCCIIEOBAaHUS MTOKa3aiu, 4To criekTp bb Bxitouaer
pa3uyHble KIMHUYECKHE (DEHOTHUIIBI, BIUSIONIME CYCTaBBI, IIEHTPAIbHYIO HEPBHYIO
CHCTEMY, OCHOBHBIC KpOBEeHOCHBIC cocyisl, cepame u JKKT [52, 57, 60, 81, 143,
192]. B3aumoeiicTBrE MEXTY CIIOKHBIM T€HETHUCCKUM (DOHOM M KaK BPOXKICHHOMN 1
alanTUBHOH MMMYHHOH CHUCTEMBI CBS3aHA C KJIMHUYECKMMHU Tpu3Hakamu bb [188,
200]. U3-3a oTCyTCTBHSI OOIIECPU3HAHHOTO TATOTHOMOHUYHOTO JJa00paTOPHOT'O TECTa
JMAarHO3 ~ CTaBUTCS HA  OCHOBAaHMM  KIMHUYECKUX  KpuTepueB. Kpurepuu
MexayHapoIHOW MCCIIEA0BATEIbCKOM TPYMNIbl  SBJSIIOTCS HauOojiee IIUPOKO
UCTIOIb3YEMBIMA U OOIIEHPUHATHIMU CpPEAM SKCIEPTOB B 3ToW oOiactu [11, 65,
151]. HepaBHO COBMECTHBIMH YCHIUSMH Ha MEXKTYHAPOIHOM YPOBHE ObLI IIPE/IOKCH
HOBBIII Ha0Op KPUTEPHEB, BKIIOYAIOIINN BOBJICUCHUE COCYAOB M HeBpojoruio [11,
151]. YuuThiBast CIIOKHOCTh 3a00JIeBaHUs, TEPANICBTUUCCKUIN MMOIX0]] BAPUPYETCS B
3aBUCUMOCTH OT PA3IMYHBIX KIMHUYECKUX MMPOSBICHUN U ()EHOTHIIOB.

[TopaskeHHsT KOKM W CIU3HCTBHIX OOOJIOYEK SIBJISIFOTCS OCHOBHBIM MPU3HAKOM
3a00ieBaHUsl y OOJBIIMHCTBA TAIUEHTOB U OOBIYHO BO3HHUKAIOT JO TMOPAKCHUS
OCHOBHBIX OpPraHOB W JIPYyTrUX CHMIITOMOB 3a0ojieBaHWs. Pacmo3HaBaHHWe KOKHO-
CIM3UCTHIX TOPAKECHUN OY€HB BAXKHO JJISl MMATHOCTHKY HA PAaHHEH CTaauu, KOHTPOJIS

¢ IOMOIIBKO COOTBCTCTBYIOHICTO JICUCHHA MW THIATCIBHOTO ITOCICAYIOLICTO
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HAOIO/IEHNUS, a TaKKe IS MPEAOTBPAIICHUs MOPaKeHHsT OCHOBHBIX OpraHoB [166,
171, 172].

CoracHo 3aj1ladyaM UCCJI€IOBaHUSI, Mbl TIPOBEJIA aHAJU3 MEPBHIX MPU3HAKOB B
n3ydaemoii koropre. Hanboee vacTeiMu KITMHUYECKUMU TIposiBlieHUssMEA bb B ne0roTe
SBJIIETCSl pelUAUBUpYIOMUN adTo3HbId cToMaTtuT — 87,1%; mopaxeHue KOXKU —
51,6%; s3BbI renutanuii — 14,5%; nopaxenue rnaz 16,1%. A Takue KIMHUYECKHUE
MIPOSIBJICHMSI KaK cycTaBHOU cuHApoM — 8,1%; mopaxenue [THC — 3,2%; XKKT — 3,2%);
TpoMO03bI — 1,6%; smuauauMut — 1,6% BcTpedanuch pexe.

bb wyame BCcTpedaroTCs B TPETHEM JAECATUIIETHUH, TOTAA KAaK HA4dajgo pPENKO
BCcTpeuaeTcs B AeTcTBe U crapiie S0 jget. Teuenue 6oe3HU 00Iee TKEI0e Y MOJIOABIX
MAIMEHTOB C YaCTO HAOIIOJaEMbIM MOJIMOPTaHHBIM MOpaXXeHUuEeM. Y 00CiIeI0BaHHbIX
Hamu O0JIBHBIX B cpeaHeM bb neGrotuposana B 22 roga: 10 16 nety 8 (12,9%), ot 17
1o 21 rona — 14 (22,6%), 22-30 net — 34 (54,8%), mocie 30 net — 6 (9,7%).

N3 obmiero koiuyecTBa OOJBHBIX MYKUMHBI MPeoOsiajadv U COOTHOIICHHE
MYX4YMH M KeHIMH coctaBuio 61,3% na 38,7%. Cpennuil BO3pacT MY’KYHMHBI-
30,2+9,15 npotus 32,7+10,2 y xenniuH. [{e6roT 3a6oneBanus y Mmykunsbl 20,2+9,25
npotuB 21,9+10,9 y xeHmuH. Mennana amurenbHocTd Bb y mMyxunn 61,8 [26,0;
148,0] mecsreB (okoisio 5 aet) mpotuB 72,4 [30,0; 164,0] mecseB (okoao 6 JeT) y
JeHIH. Tspkenas crenenb TskecTu bb y myxxuun Obina Beime 55,3%. Pe3ynbrats
aHanW3a STHUYECKOW TPHUHAJICKHOCTA TOKAa3ajd, YTO OOJBIIUHCTBO MYXYHH W
YKEHITMH ObUTH STHUYECKUMH CMEIIaHHBIMU (TaPKUKU+Y30€KH ).

Psi1 aBTOPOB NMPHIILTH K BBIBOTY, 4TO (heHOTHITBI BB TecHO cBsi3anbI ¢ moioMm [17,
86, 120]. B Hammx HCCICIOBAaHUAX y MYKYMH M OJKEHIIMH Je0roT BB Obur
MPUOIU3UTENBHO B OHOM Bo3pacte. OHAKO KIMHUYECKUE MPOSBIICHUS B 1€0I0TE B
3aBUCUMOCTH OT II0Jla MMEJIU CBOM OCOOEHHOCTH. Tak, y KEHIMH B Je0roTe
BCTpeYaJicA Haie peruauBupyomuii adpto3usiii ctomatut (79,2% mnpotus 63,2%,
p>0,05), mpu 3TOM Apyrue mpu3HaAKU HAOIIOIATUCH TTOYTH C OJUHAKOBOM YaCTOTOM
KaK y MY>K4YUH, Tak U y *eHIMH. C BBICOKOW 4acTOTOM HaOmofanuch aTO3HbIE
MOPaYKEHUS TIOJIOCTH PTa, TIPU 3TOM Y MYXYHH ¢ yacToTon 94,7% a y »ennuH — 95,8%

cooTBeTcTBeHHO. B 60-65% cnydaeB reHUTalbHbIE aThl OOHAPYXKUBAIOTCS B
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OCHOBHOM Ha MOILIOHKE, PEXE Ha MOJIOBOM WIECHE WIH B ypETpEe y MYKUMH WU Ha
BYyJIbBE€ W BIJIAraJMIIE€ Yy JKEHUIMH. B HalleMm HCCleI0OBaHUU $A3Bbl T'€HUTAIAN
HaOJIIOAAIUCH Yalle Yy MyKuuH — 73,7% 1 y xkeHuH B 62,5% ciiydaes.

[laTepreTnyeckuii TeCT ONPEAEIsT PEAKLUUI0 THIIEPYYBCTBUTEIBHOCTH IOCIE
YKOJIa UIJIOW MPU 3TOM IMOJOKHUTEIbHBIM PE3yJIbTAT OINPEIETACTCS KaK Pa3BUTHE
APUTEMATO3HON MamyJibl WK IYCTYJbl BOKPYT MECTa HHbEKIUH uepe3 24—48 yacoB
IIOCJIE€ BHYTPUKOXHOM NYHKUHWHM KOXH. [loyIOKMTENBHBIN pe3ynbTaT TecTa Ha
MATOJIOTHIO SIBJISIETCS OCHOBHBIM KpUTEpUeM B MexXIyHApOIHBIX KPUTEPUAX OOJIC3HU
bexuerta u MexayHapoaHOW HCCIeAOBaTeNbCKOW rpymme no 0one3nu bexuera u
ABJISIETCS BAXKHBIM MPOSABICHUEM U1 paHHEN AuarHocTuky. [loutn y 40% manueHnTos
HaOoJaeTcs nareprus-no3uTuBHas bb, X0Ts oHa He sBIsSETCS MAaTOrHOMOHMYHOU
nnss bb 1 MoXkeT OTCyTCTBOBaTh, KOTJa MAIMEHT YK€ HAXOAUTCS HA CHUCTEMHOU
UMMYyHOCynpeccuBHoO Tepanuu [104]. B ucciieayemoit HaMu rpyIie mo3uTUBHAs TECT
naTTeprusi B LEJIOM HaOMIONaIUCh 4acTO M PA3IMYMl B UX 4YacCTOTE Y MY)KUUH U
YKEHILIMH HEe HAOMIOAAINUCh: Y MY>KUUH — 39,5%, y xenuun 33,3%.

AKHe-TIOIOOHbIE TMOpaXKEHUs, MYCTYJJIO-TAIyJIJIe3HbIE M IMOBEPXHOCTHBIM
TpoMOO(DIEOUT MPEACTABIAIOT COO0K HamboJiee XapaKTEPHbIE KOXKHBIE MOPAKEHHS
bb. bonee Toro, KoXKHbIE MOPaXKEHUS SIBIIAIOTCS OAHUMHU U3 NEPBBIX CUMNTOMOB bb n
4acTO HMEIOT TEUEHHE C peuuAMBHpyIOIMMH mnpucrynamu [18, 52, 57, 60,
92]. CnenoBatebHO, KOXKHBIE TIOPKEHHSI HEOOXOMMO JHArHOCTHPOBATh HA PAaHHHUX
cragusix bb. OnHO HccnenoBaHue nokasano, 4YTo cpeau naunueHToB ¢ bb B SAnonun y
88,8% (513 u3 578 manueHToB) HAOIIOJATMCH KOXKHBIE opaxkenus [57, 59, 86, 98].

[TopaxkeHne kOXu y HaOJIOIaeMbIX HAMHU OOJBHBIX BCTpeyajach C YaCTOTOMH
89,5% y myxunH u 83,3% y xenmuH. Hanbosee pacnpocTpaHeHHBIMU TTOPAKEHUSIMU
KOXKHU SIBJISIFOTCSL pelUIUBUpPYIOIIas y3ioBaras sputema (44,1% y myxuud u 30,0% y
KEHIIUH), MalyJo-IyCTyJE3Hble IOPAKEHHsI BEPXHEM YacTH TYJIOBHINA H
KOHEYHOCTEH U (DOJUTUKYIUTHBIE TOPAKEHUSI.

[TopaxkeHue rina3 BHOCUT HauOOIbIIMK BKIa B 3a00neBaemocth bb. HecMmoTps
Ha JOCTHMKEHHMST B oOijactu JieueHus bb, B HemaBHuX wucciemoBaHusx 10 15%

HAI[MCHTOB C YBEUTOM BCE €II[e MOTYT UMETh TshKEIyIo rorepio 3penus [20, 26, 27, 29,
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57, 68, 131]. Pannee Hauano (<25 ner) U MYKCKOW IOJI SIBIISIIOTCS OCHOBHBIMHU
dakTopamMu pucka TsKecTH 3a0oneBaHus. [103ToMy TecHOE COTPYIHHYECTBO C
ONBITHBIM O(TaTBLMOJIOTOM HEOOXOAMMO JUIsi paHHEW JAMArHOCTUKM W Hayvala
nedenns. Bee manmenTs! ¢ Bb momkHBI mocemaThess 0pTaIbMOJIOTOM ¢ CAMOTO Havasia
U Yepe3 perysipHble MPOMEXKYTKHU BpeMeHH B 1-2 roja, 1axe 0e3 ria3HbIX CUMIITOMOB,
0COOCHHO B TeueHHe MepBbIX 5-10 jeT mocie mocraHoBku auarnosa [20, 29, 60,
131]. Cormacuo pexomenmanusMm, EULAR 2018 no Bexenuto bb, «mo6oii rina3zHoi
nainueHT ¢ bb ¢ mopaxxenueM 3ajiHero cerMeHTa JA0DKEeH JeunThesi cucteMHbiMu ['K B
COUYETAHWH C CUCTEMHBIMH IIUTOCTATHUKaMH, BKJIIOYAs a3aTUOMPUH, [IUKIOCIOPUH A,
[FNo wiun moHokIoHanbHBIe MHTHOMTOpHI PHO-00 [57, 58]. Eciam y mnaruenra
HAYaJIbHBIA WM PEUUIUBUPYIOUIUNA OCTPBIA  YTrpOXKAIOIMIMKA  3PEHUI0  YBEWT,
pekomenayrtcd [FX wnu INFo B coueTanum ¢ BBICOKMMH J103aMH CHUCTEMHBIX
IJIIOKOKOPTUKOCTEPOUI0B. K CUCTEMHOMY peXuMy MOXHO Takxke J00aBUTh
UHTpaBUTpeaIbHYI0 HHBEKIHIO ['K, 0COOCHHO B OTHOCTOPOHHMX ciaydasx [11, 58, 92,
209]. Y manueHToB ¢ M30JMPOBAHHBIM MEPETHUM YBEUTOM MECTHAs TEpamus 4acTo
OBIBAIOT MOJIE3HBIMU, HO CUCTEMHBIE HMMYHOCYIIPECCOPBI MOTYT MOTPEeOOBATHCS pU
HaJIMYUH TUTIOTIMOHA WITH, KOT/Ia TTAllUeHTH HMEIOT BRICOKHI PUCK MTPOTPECCUPOBAHMS
rJ1ia3Horo 3abojeBaHus (MOJIO/bIE MAIMEHThl MYKCKOTO I0Ja ¢ PaHHUM HadajJoM
3abosneBanus)» [82, 107]. Hamm naHHBIE CBHICTCIBCTBYIOT O MpeoOIagaHUU Y
MY>K4MH IJ1a3HbIX MPOsBIICHUN — 68,4% nipoTus 45,8% y )xeH1uH, T.€ B 1,7 pa3a garmie.
AHanu3 JOKaNIM3alid YBEHWTAa CBUJIETEIBCTBYET O JUArHOCTHKE 3aHEr0 W
TCHEPAIM30BAHHOTO YBEWTAa, MPHUYEM W y MY)KUWH, U y JKEHIIMH BCTPEYACTCS C
OJIMHAKOBOW dYacTOTOM. UTO KacaeTcss MEepeaHEero yBEWTa, TO JaHHBIM BapHaHT
BbISIBJICH JIMIIb y skeHIIuH 9,1%. PernuauBupyromiee TeueHne yBeuta HaOI0qaeTCs
HauOoJee yacto y MyxuuH — 92.4% u 72,7% cootBercTBeHHO. [loHas moTeps 3peHust
JOCTOBEpHO cpenu Mmyx 4uH — 11,5% (p>0,05).

[Topaxenue cocyaoB HaOIIOJAETCsl IPUMEPHO B OJHOM TPETH CITy4aeB U MOKET
nopakaTh COCYJIbl JTIOOOTO pa3Mepa, KaK apTepuaibHOMN, TaK U BEHO3HOM CUCTEM, UTO
OPUBOJUT K OKKJIIO3UM W/uiau oOpa3oBaHuio aHeBpusM. Hawbomnee wyacto

Ha6JIIO,Z[a€MBIe AHAaTOMHUYCCKHE IIaTOJIOTUHM - 3TO I/IH(I)I/IJ'IBTpaI_II/I}I JII/IM(I)OHI/ITOB 141
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HEUTPO(HUIIOB, KOTOPBIE TOBPEKIAIOT SHIOTENHMA COCYIOB. JlaHHBIE COCYIHMCTHIX
MOPaKEHUW CBHUJICTEIBCTBYIOT O JOCTOBEPHOM TOBBIIIICHUN MX YACTOTHl Y MYXYUH-
31,5% u 12,5% cootetrctBenHo (P >0,05).

Taxum oOpa3zoM reHaepHoe uccienoBanre 001pHBIX ¢ bb mokasaino, uto qanHas
MATOJIOTHs Yallle BCTPEYAETCS y MYKUMH M MPOTEKAET TsKENee, YeM y KEHIIHUH.
He6tor bb y My>uuH U KeHIMH ObUT MPUOIU3UTEIHLHO B OJIHOM BO3pacTe, OJIHAKO
KJIMHUYECKHE TMPOSABICHUS B Je0I0Te B 3aBUCHUMOCTH OT TOjJa HMEIUd CBOU
ocooenHoctu. Ilo ¢enorunmy bbb adTo3HBI CTOMATUT W KOXKHBIE TPOSBICHUS
BCTPEYAINCH B PABHOW CTEMICHM KAaK Y MY>KUWH, TaK M Y JKCHIIWH. SI3BBI TCHUTAIHMH,
MOpaXeHHUE TJIa3 M COCYJ0B HanOoJiee 4acTO BCTPEUYAINUCH Yy MYXKYHH. M3 KOXKHBIX
MPOSIBICHUM  (DOJUTUKYJIMTHBIC, TMAIyJIO-MyCTYJUIE3HbIE TMOPAXKEHUS HAOIIOJAINChH
qaie y My>K4uH, a peIUIUBUPYIOIIAas y3I0BaTas SpUTEMa y KEHIIHH.

bb HaunMHaeTcs ¢ akTUBalMU BPOXKJIEHHOTO MMMYHHUTETA M MPOJOTIKACTCS C
aKTHBalMeld mnpuoOpeTeHHOro wuMmmyHutera [114, 181, 188, 200]. «Monuenb
OMAaCHOCTHY», TMpeajoKeHHass MaTIuHrepoM, XapaKTepHu3yeTcs dYpe3MepHBIM
MMMYHHBIM OTBETOM Ha BHEIIHHUE pa3ApaKuTeIu. B 3Toil Mosienu B epByto o4yepeb
aKTUBUPYETCS BPOXKICHHBI MMMYHHUTET M 3alyCKaeTcs BhIpaOOTKaA CBSI3aHHBIX ¢ Th-
1 u Th-17 nuTOKMHOB PHOOPETEHHOTO0 KIMMYHHOTO OTBETa KJIETKAMH BPOXKICHHOTO
UMMYHUTETa, TAKUMHU Kak Makpodaru u AeHaputHbie kietku [100, 105, 150, 189]. bb
TaK)Ke CUMTACTCS HEHTPO(DMIBHBIM BAaCKYJIUTOM, U TIATOTCHHAS] POJIb HEUTPO(DUIIOB,
COCTABJISIONINX BPOXKIACHHBIH KIMMYHHUTET, X0opoiio u3BecTHa [38, 75, 99]. Tor daxkr,
4yTO HelTpoduibl, BeposTHO, runepaktuBHbl uvepes HLA-B*51 u oOpasyror
NEPUBACKYIISIPHYIO UH(PUIBTPALNIO, MOXKET CIIOCOOCTBOBATh TOBPEKACHUIO TKaHEH,
HaOmromaemomy tipu BB [1, 139, 199]. Kpome Toro, akTuBaius HEUTPODHIOB MOXKET
MIPUBECTU K OKUCIUTEITHPHOMY CTPECCY U BHICBOOOKIEHHUIO IIMTOKWHOB, CBSI3aHHBIX C
Th-1 [47, 75, 99, 100]. TecrocTepoH TakKe MOKET CIOCOOCTBOBATH AKTHBALIMH
HelTpoduioB u kietok Th-1 [47, 99]. DOra curyanus Moxer 00bSICHUTD, mouemy bb
MPOTEKACT TSKENee Yy MAIMEHTOB MYXCKOTO Toiia. KieTKkn-ecTeCTBeHHbIE KHIIICPHI
(NK) Taxxe MOryT urparb OnpeaesieHHyl poiib, yBenuunBas otBeTel CD4 + Th-1

KJIETOK, 0COOEHHO B akTHBHOM (ha3e 3aboneBanus [41, 47, 100, 135].
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CoryacHO 3afauaM HCCIENOBaHUS, HAMU M3YyYEHO COCTOSIHUS UMMYHUTETa U
noKasareyied HUTOKMHOB y 26 OonbHbIX ¢ Bbb. B kauecTtBe rpynmbl cpaBHEHHS
MCCIIEOBaHbI 15 MpaKTUYECKH 300POBBIX JIMII.

Pe3ynpTaThl aHanu3a JaHHBIX CBUAETEIBCTBYIOT 4YTO y OosibHBIX ¢ bb
OTMEYAETCA CTATUCTUYECKH JIOCTOBEPHOE CHHKEHHE OTHOCHTEIIBHOTO KOJUYECTBA
CD3-knerok (p<0,01) u CD4-knerok (p<0,01). Conepxkanue npyroit nomymusuu T-
auMdouutoB — CD8-kIeTok HampoTuB ObUIO CKJIOHHO K moBbIimeHuto (p>0,05). B
noarpymnmne  OonbHbIXx ¢ BB oTMeuaercs = JOCTOBEpHOE — CHIDKEHHE
uMMyHoperyJsitopHoro uajaekca (MPU) (p<0,01)

HMeroTcsi HEKOTOpbIE J10KAa3aTeNbCTBA TOTO, YTO B-KIETKM WUrparoT pojb B
natorenese bb. Hanpumep, y naruentoB ¢ bb HabOmonaercs HapyIieHHbIM OTBET Ha
CTUMYJIALIMIO aHTUreHoM. KpoMe Toro, y marjueHToB MOTYT ObITh NOBBIIIEHB! YPOBHH
BOJIYAHOYHBIX AHTUKOAryJISHTOB U aHTUPOCHONMUNUIOB, a TaKKE IOBBIIIEHHOE
KOJIMYECTBO aKTUBUPOBAaHHBIX B-kileTok n B-kietok namsartu. B nmocneanee Bpems B
nepudepuueckoii kpoBu OonbHbIX bbb oTMeuaeTcs CHUXKEHUE AKTUBHOCTH
3aboneBanusi CD27+IgA+ B -k1eTok, KOTOpbI€ BOCCTAHABIMBAIOTCA IOCIHE
ycnemHoro JsedeHuss aHTu-OHO-o. M3-3a yBennueHuss konnuectBa B-kieTok B
BOCTAJICHHOM TKaHU y ManueHToB ¢ bb B kauecTBe 00bACHEHNUS BBIIBUTAETCS IEPEKOC
B CTOPOHY OYara BOCITaJICHUS.

Pe3ynbpTaThl HalIEro UCCIeI0BAHUH COCTOSIHUS TYMOPAJIbHOTO 3B€HA UMMYHHOMN
CUCTEMbI BBISIBWII, 4TO y OoyibHBIX ¢ bbb oTMeuanoch cTaTUCTHUECKH OCTOBEPHOE
YBEJIMYEHHE YPOBHS TPEX KJIacCOB UMMYHOT100yInHOB IgA (p<0,05), IgM (p<0,05) u
1gG (p<0,01).

CrneayroomuM 3TarnoM HalIero MCCIENOBAaHMS SIBUIOCH H3YyYEHHUE COCTOSIHHUE
nokazaresieid unTokuHoB (UJI; u ®HO-a) B cbIBOPOTKE KPOBH.

[TosryueHHble JaHHBIE CBUACTEIBCTBYIOT, YTO y OOJIbHBIX B 0011e# rpymnie ¢ bb
B CBIBOPOTKE KpOBM HAOJMIOJAeTCsl HapylIeHUWE IIMTOKWHOBOIO  CTaryca,
BbIpa)KAIOIIeecs] MOBBIIIEHUEM YPOBHSI MpoBOcHanuTesbHOro utoknHa ®HO-o u

CHW)KCHNCM KOHICHTPAIWK ITPOTUBOBOCIIAJIMTCIILBHOI'O HUTOKWHA NJI-6.
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3aBepiias pasziesl, XOTeJIOCh OTMETUTh, YTO IMOHHMMaHue natoreHe3a bb -
BaKHBIH I1ar B pa3pabOTKe HOBBIX U 3()(PEKTUBHBIX METOIOB JiCUCHHsI. | eHeTHUIecKast
npeapacnoyioxkeHHoctb (HLA u He-HLA-3aBucHMast) ¢ aHOMaJIbHBIM BPOXKJIECHHBIM
TUNIEPBOCTIAJIMTEIILHBIM OTBETOM U THIICPAKTHBHOCTHIO HEHUTPODHUIOB SBISIOTCS
XOpPOIIIO U3BECTHBIMU MPU3HAKaMu 3a0oJieBanus. Ha aTom ys3BuMoM one dhakTopsl
HKOJIOTHYECKOTO M MUKPOOHOTO pUCKA MOTYT BBI3BaTh BOCHAJICHUE BPOXKICHHOTO
MPOUCXOKCHUS, KOTOPOE BIOCIEACTBUA MOXKET MOMJICPKUBATHCSA aJallTUBHBIMU
UMMYHHBIMH OTBETAMH.

HeBponoruueckoe nopaxkeHue, KOTOpoe OOBIYHO HA3bIBAIOT HEHPO-00JIE€3HBIO
bexuera (HBB), siBisieTcst 0lHOM U3 OCHOBHBIX MPUYMH JJIUTEIHHON 3a001€Ba€MOCTH
¥ cMepTHOCTH Iipu cuHapome bexuera [39, 55, 177]. XoTs HeiipoOexueT BcTpedaeTcs
HE TaK 4acTo, MPEJCTABIISIETCS BaXXHBIM CBOEBPEMEHHO PACIO3HATh U YUUTHIBATh €T0
npu A epeHINaIbHON  TUarHOCTUKE BOCHAJIUTEIBHBIX, HWH(MEKIUOHHBIX U
nemuearHu3upyronmx 3abdonesanuit [[HC [38, 39, 138, 190]. Hesposoruueckue
cumntombl MoTyT nopaxatrs [{HC, nepudeprueckyro HEpBHYIO CUCTEMY U OBITH B
BUJIE€ CMEIIAHHOTO MapeHXHMMATO3HOIO0 W HeMapeHXuMaTo3Horo 3adoseBanus. Hbb
BcTpevaercs y 5—10% mnainueHToB; 0OBIYHO OH TOSIBIISIETCS B TEUEHUE S5 JIET MOCIe
Hayvajia 3a00JICBaHKS | Yallle BcTpedaeTcs y MyxkuuH [14, 38, 39, 102].

CymectByer 1nBa ocHOBHBIX (¢enotuna HBb: mnapenxumaro3ueii  u
Hernapenxumarosueiid [39, 177, 190]. ITapenxumaTo3Hoe MOpakeHHWE BCTPEUACTCS
yamie (okojio 80% ciyyaeB) U B OCHOBHOM IMOpakaeT CTBOJI T'OJIOBHOI'O MO3ra U
0a3ajbHBIC TAHTJIMK, HO TAK)KE€ OMUCAHBI MOPAKECHHS] CIMHHOTO MO3Ta U MOPaKCHUS
nonymapuii [39, 190]. YacTeIMH KIMHHYCCKUMH TPOSBICHUSIMH 3TOH (POPMBI
3a00J1eBaHUsl SIBJISIIOTCA TOJIOBHbIE OOJIM, MHOXXECTBEHHOE MOPAKEHHE YEpEIHO-
MO3TOBBIX HEPBOB, TUCHYHKIINS MOKEUKA, OMyXOJICBUIHBIC TOPAKCHUS, TOPAKECHUE
Oenoro BemecTBa, OHHIEdaTONaTUM ¢ MUETONaTUU. MHOTHE  MAlMEHThl  C
napeHxumaro3apiMu  ¢popmamu  HBb Monoasl ¥ uUMEOT cynmpaTeHTOpHATLHOE
nopakeHre 0eJI0ro BeIeCcTBa M KOPBI TOJIOBHOTO MO3Ta, KOTOPhIE MOTYT HMUTHPOBAThH

3a00eBaHue OeJIoro BCIICCTBA, WM HMMCIOT HIICMHYCCKHE ITOPAXKCHHA, KOTOPLIC
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MOTYT IPUBECTH K OLIMOOYHOMY AMArHo3y paccestHHoro ckieposa (PC) unu uncynbTa
[39, 80, 178].

Hemapenxumaro3usli HDBDB  BO3HMKaer Kak BTOPUYHOE  TPOSBICHUE
COCYIUCTBIX nopaxkeHui. Cieyer moA4YepKHyTh, 4TO Henapenxumaro3ubli HBJ[ B
OCHOBHOM CB$I3aH C HAJIMYKUEM TPoMOO03a TBEPA0i MO3TOBOM 000JI0UKH, 00pa30BaHUEM
BHYTPUUYEPENHBIX U OKCTPAKPAHUAIBHBIX  AHEBPU3M M ApTEPUAIBHOIO
BacKynuTa. OTH (QOPMBI BCTPEUAIOTCS pPEXE, YeM MMapeHXUMaTO3HbIe (HOPMBI, U
BcTpevarotes y 13-23% O6onsubix HBB [39, 55, 57, 90, 143]. ®opma TpomMbO3a
BEHO3HBIX COCYJIOB MMEET YacTo€ IMOAOCTPOE IPOSBICHHE; OH TECHO CBSI3aH C
CHUCTEMHBIM 3a00JIeBaHUEM KPYITHBIX COCYIOB U, IO-BUAUMOMY, MIPOSIBIISICTCS PAHbBIIIE
B x0j1¢ Oonesnu [84, 85, 220, 221].

Jnarno3 HBB 0ObMHO CI0XKEH M OCHOBBIBACTCS Ha KECTKOM HCKIIOUCHHUU
JIPYTUX HEBPOJIOTMYECKUX COCTOSIHHUM, KOTOPBIE TAKKE MOTYT MPOSIBISATHCS CXOXKEMN
KJIIMHAYECKON KapTuHo# (Hanmpumep, uHdekuu [THC, omyxonu romoBHOro mosra u
HEBPOJIOTUUECKUE HAPYIIEHUS M3-32 BBEJCHUS HMMYHOCYIIPECCHBHOM Tepamnuu,
UCToNb3yeMol B KadecTBe jieueHus it bb) [67, 102, 151]. Boaee toro, auarHos
OOBIYHO OCHOBBIBAETCS HAa BCIIOMOTATEJIbHBIX KPUTEPHUAX, OCHOBAHHBIX Ha JaHHBIX
HEHpOBU3yaIn3aIuu (B YaCTHOCTH, MarHUTHO-pe3oHaHcHOU Tomorpaduu (MPT), a
takke MP-anruorpaduu, Benorpadbum u xommbstoTepHoil Tomorpaduu (KT)),
pe3yabTaTax UCCAeA0BAHUSI CIMHHOMO3TOBOM XXUAKOCTH, MPO(UISIX CBIBOPOTKHU, TECT
Ha martepmuio, ompeneneHue HLA, Heipoduszmosornueckoe HUCCIeIOBaHHE U, B
KOHEYHOM UTOre, OMoIcuio HepBHOM Tkanu [67, 102, 103, 104, 151].

CormacHo 3ajayaM, HaMHM M[PEICTaBlIe€HA KIMHUKO-UHCTPYMEHTAalIbHAas
XapaKTePUCTUKY MO3TOBBIX MposiBieHUH y 6onbHbIX bb B monynsiuuu PT,

Hemorpaduueckue AaHHbIE W KIMHUYECKHE OCOOCHHOCTH TAIlMEHTOB OBLIH
3apEeruCcTPUPOBAHBI TyTEM TPOCMOTpPA MeIUIIMHCKUX KapT. Cpeau 62 nanneHTos ¢ bb,
OCMOTpPEHHbBIE HEBPOJIOTOM, 28 cooTBeTcTBOBaNM KputepusiMm (HBB). OctaBmuecs 34
NaIMEHTa, Ha  OCHOBaHMU  pPE3yJIbTaTOB  HEUpOBU3yaIU3alUH, ObLITH
KiaccudunmpoBanbl kak nmerommue BeposatHeiii Hbb. Hakowner, 28 manueHToB ObLIH

BKJIFOUEHBI B 3TO HcclienoBanue. Mx Bo3pact Ha Hayasio HbBb cocraBmsn 27,6+8,6 rona,
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a COOTHOUIIEHUE MY>KYMH M *eHIIUH cocTtaBwio 1,24:1. Ilpu ananuze MeAUIIUHCKOM
JOKYMEHTAIIMU BBISICHWIOCh, YTO HauOoJiee YacThle MPUYUHBI OOpalieHus: B
HEBPOJIOTMYECKOE OT/ICJICHHE BKIIIOYAIIA OIICHKY M KYNHMpPOBaHUE TOJIOBHOUM Ooym 19
(67,9%), ronoBokpyxenus 5 (17,9%), nubo neueHne paHee MUArHOCTHPOBAHHOTO
nepedbpoBackyisipHoro 3aboneBanus 3 (10,7%), nepudepuyeckoit HeBpomatuu 2
(7,1%) unu nBuratenbHbie paccrpoiictBa 1 (3,6%). Jlemorpadguueckue naHHbIE U
KIIMHUYECKUE OCOOECHHOCTHU MAIIMEHTOB OBUIM 3apErUCTPUPOBAHBI MTyTEM MPOCMOTpPA
MEIUIMHCKUX  KapT. JluarHo3  BepUPUIIMPOBAJICSA  COTJIACHO  KPUTEPHUSIM,
pa3paboTanHbiM MexayHaponHoi rpymnmnod mo uszyudeHutro bb (ISGBD, 2014).
OueHnBaIUCh JaHHbIE GU3UKAIBHBIX U OOIIEKIMHUYECKUX METOA0B 00CIEOBaHMUS, B
toM unciae MPT ctpykryp ronoBHoro mosra. Kaxblii 00JIbHONW KOHCYJIBTUPOBAJICS
HEBPOIATOJIOTOM.

bb MoxeT uMeTb HECKOJIbKO HEBPOJOTHMYECKUX NposiBieHuid. OaHako,
rOJIOBHBIE 0OOJIH, IBUTATEIbHBIE CUMIITOMBI, IICEBA00YIbOApHasi peub U KOTHUTHUBHO-
NOBEJCHUYECKME H3MEHeHus Ooisiee pacnpoctpanenbl npu HBDB, yem ceHcopHas
KapTWHA, HEBPUT 3PHUTEIILHOTO HEpPBa, MEXbsaepHas O(TaTbMOIUIETUS, aTaKCUs
KOHEUHOCTEM W JAM3apTpUsi MO3XKEUKa, KOTOphIE CIIEyeT YYUTHIBATh MpHU
11epeOpOBACKYIISIPHBIX 3a00JIEBAHMSIX, OMTYXOJISIX TOJIOBHOTO MO3Ta U MUEJIOTIATHSIX.

N3BecTHO, YTO TOJOBHASI OOJb SBJSIETCS HAUOOJIeEe YacThIM HEBPOJIOTHUECKUM
cumnromom 1ipu bbb [33, 52, 102]. TonoBHass 0oiib MOXET OBITH BbI3BaHA
napeaxumaro3sibiM  Hbb, cocyaucteim HDBD, nNOBBIIEHHBIM BHYTpUYEPEITHBIM
JaBliecHHeM 0e3 TpoM003a CHHYCHBIX BEH, MEHHHTMTOM, BOCHAJICHHEM TIJja3 WU
YBEUTOM M, HAKOHEL, M30JMPOBAHHON TOJIOBHOM OOJBIO, HE COIMPOBOXKIAOIIEHCS
HBB. YacToTa nepBuaHoO# rosioBHOM 601 Ob1a HUXE B rpymie HBb (44,7%), yem B
rpynine 6e3 HBB (75,5%). XoTss panee mnpenamnonarajioch, 4TO TOJIOBHAas OOJb,
BTOpUYHAs 10 oTHOoHEeHUo K HBb v yBeuTy, cocTaBisieT MEHBIIYIO YaCTh TOJIOBHBIX
6oneit mpu bb u aBTOpHI NpumIM K 3aKkmodeHuo, 4yto Hanmmuue HBb yBennuuBaer
4acTOTy BTOpHYHOW TrojoBHOM Oomm [38, 39, 55, 90, 138]. B coorBeTcTBHH C
MIPEICTABIICHHBIMU JIUTEPATYPHBIMU JIAHHBIM TOJIOBHASI 00JIb ObLJIa HAN0O0JIee YaCThIM

HCBPOJIIOTHUYCCKUM CHUMIITOMOM B HallICH HCCHeﬂyeMOﬁ nmonyaunu Mu COCTaBHIIA

123



82,1%. Takue cumnToMbl Kak TomHOTa W pBota y 12 (42,7%.) C oguHakoBoOH
4acTOTOW HAOIIOAAMCh TOJIOBOKPYKEHHE M TICHXO-3MOIMAIbHBIE PacCTPONCTBA —
67,9%. B wmenblieil crerneHd OBUIM OTMEUYEHBI JBUTaTEIbHbIE W KOTHUTHUBHBIC
HapyuieHus, y 8 (28,6%) u 7 (25,0%) cOOTBETCTBEHHO.

JluteparypHble  HCTOYHUKH  CBHUICTEIBCTBYIOT, YTO HEBPOJIOTHYECKUE
nposiBiieHust bb B cpeHeM MposBIASIOTCS MOCiE 5 JEeT MOocje MepBbIX CUMITOMOB U
Maja BEPOSATHOCTh PAaHHUX MX MpOsBICHUU. Pe3ynabTaThl mokaszanu, 4to B 57,1%
ClIy4aeB HEBPOJOTUYECKUE MTPOSBICHUS HaOIIOJaINCh Ha TO3AHUX cpokax (7-9 ron) u
umib B 10,7% ciydaeB MO3TOBbIE M3MEHEHHS HAOMIOAAINCh B 1e0roTe Oose3an (1-2
roa). Y ocransHo# yactu 9 (32,1%) nopaxenune IHHC naGmoganuce Ha 3-6 101
0ome3Hu. BeICOKMIT TPOLIEHT BBISIBJICHUSI HEBPOJIOTMYECKUX MPOSABICHUM Ha 7-9 Toay
OT Hayaja OO0JIE3HM MOXKHO OOBSCHUTH MO3JHEH JIHATHOCTHUKOH, CIIOKHOCTBIO
pacmo3HOBaHUA M KpaWHe-HU3KOM WHOOPMHUPOBAHHOCTHIO Bpadyel O CHCTEMHBIX
BaCKYJIUTaX.

AHaJIU3 COMOCTABJICHUS] HEBPOJIOTUYECKUX CHUMITOMOB C CHUCTEMHBIMU
MPOSIBJICHUSIMU TIOKa3aj, 4To y OonbmmHcTBa 18 (64,3%) OONBHBIX CHUCTEMHBIC
NposiBJieHUsT  (CTOMATUT, YBEUT, Y3JI0Bas JpPUTEMA, SI3BEHHO-HEKPOTUUYECKHUE
MOpaXEHUsT TeHUTaIMK) omnepexkaymn wmo3roBeie. Y 3 (10,7%) OGoibHBIX
HEBPOJIOTHYECKasi CHUMIITOMAaTHKa OTMEUeHa B Je0ioTe OOJe3HH, a y KakJIoro
yeTBEpTOro 0osnbHOrO 7 (25,0%) OHM pa3BUBAIUCH OAHOMOMEHTHO.

MPT — »5TO0 3070TOM CTaHIAPT PAAUOJIOTHUYECKOTO HCCIEIOBAHUS IS
ycranoByeHus nuarnosa Hbb. MPT rosoBHOro Mo3ra BecbMa 4yBCTBUTEIIBHBIA METO/T
JUIS.  BBISIBJICHUS  BOBJICUEHHS MoO3ra Yy TAIlMEHTOB C  IMApEHXHWMATO3HBIM
HEHPOOeX4eTOM, MPEOCTABIISIS MPSAMYIO HHGOPMAIIHUIO O JIOKATBLHOW THunonepdy3uu,
IPU KOTOPOM MOTYT HaOJIIOJAThCs HEOOJBIINE OYark BaCKYJUTHBIX NopaxkeHui [39,
102]. Jlokamu3aiusi BaCKyJUTHBIX TUnoneppdy3uii urpaet OOJBIIYIO POJb B ILIAHE
nuddepeHnnanbHoi TUAarHOCTUKY U Kak mpaBwio npu bb cTBonm mMo3sra siBisieTcs
MPEANOUYTUTEHLHBIM MECTOM MOPAXKEHUS, HO MOTYT OBITh BOBJICUEHBI MOCT, CPEIHUMN

MO3T ¥ TpoMeXyTouHbIi Mo3r [39, 85, 102].
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Bcewm 6ompHBIM (N=28) ¢ ycTaHOBJICHHBIM uarHo3oM bb Hamu Ob110 TpoBEIEHO
MPT — uccnenoBanue CTpykTyp rosioBHoro Mosra. B nenom MPT — uzmenenus Obuin
OTMEUEHBI y MojaBisiomero OosbinHcTBa 00bHBIX bb — 93%. MuTepecen dakr
OTCYTCTBHSI MO3TOBBIX KJIMHUUYECKUX MPOsiBICHU y 1BouX OonbHbIX BB, x0Tt MPT —
KapTuHa OblJIa JOCTATOYHA SpKasl.

CrpykrypHas  xapakrtepuctuka MPT — mnOpu3HakoB  mpencTraBieHa
ruapouedanueit — 22 (84,6%), arpopuueckuMy N3MEHEHUSMHU 3pPUTEIHHBIX HEPBOB —
11 (42,3%), npuznakamu mnakyHapHoro uHpapkra — 8 (30,8%), dbopmupoBanuem
nycToro «rypeukoro» cemna — 15 (57,7%). Hapsay ¢ BblllieyKa3aHHBIMHU
W3MEHEHHUSIMHU OTMEYaJINCh U TopaxeHus cuHycoB (raiimoput — 8 (30,8%), cperonaut
— 11 (42,3%). Jlums y 1 (3,8%) OGombHOro MPT-mpu3Haku mMaToOru4eckoro
00pa30BaHUs U O4aroBOT0 MOPAXKEHUS TOJOBHOTO MO3Ia HE YCTAaHOBJICHBI

Hapymienue BereratuBHoi HepBHOM cuctembl (BHC) y manuenTtoB ¢ bb 1o cux
IIOp SIBIISIETCS IPEIMETOM JHUCKYCCHM, XOTs Ul NMOATBEpKAeHUs HapymeHuss BHC
UCIIOJIb30BAIMCh ~ Pa3ju4Hble MOAXOAbl (BKJIIOYas aHaIW3 BapuadeIbHOCTU
CepJICYHOI0 pUTMa BO BPEMEHHON M YaCTOTHOM 00JIACTSAX M aHAJIU3 BapHaOeIbHOCTH
TypOYJCHTHOCTH cepaeuHoro putma) [64, 197]. B nutepatype maiio ucciae1oBaHuil, B
KoTopbix oneHuBasack Qynkius BHC y mamuentoB ¢ bb, ¢ mpotuBopeunBhIMU
pe3yibTaTaMi W pa3HOW cTeneHblo ydacTusi. CyTouHbIl TpoQMiib CepleyHOM
M3MEHUYMBOCTH y MTalMEHTOB ¢ bb He m3yuancs. M3-3a npoTUBOPEUYMBBIX PE3YJIHLTATOB
ATUX HCCIeNoBaHUN W OTcyTcTBUsS wuccienoBanuii BCP y mamuentoB ¢ bb B
TamKUKCKOW MOMYJSIIUM Mbl COWIM Ba)KHBIM OLEHUTH BEreTaTHUBHYIO (PYHKIUIO
cep/illa Mo BapuabelbHOCTU CEPACYHOr0 pUTMA y manueHToB ¢ bb u KoHTposibHOU
IpyNIbl; OUEHUTh LupKagHble wu3MeHeHus BCP;u wuccienoBaTe B3aMMOCBS3b
napamMeTpoB BEreTaTMBHOW (YHKIIMM C OLEHKOW aKTUBHOCTH 3a00JIEBAHUS H
napamMeTpaMH BOCIIAJICHUS.

B uccnenoBanue BriIroueHbl 22 manueHTta ¢ Oose3Hbo bexdera u 310poBbIe
(n=22) u coorBercTBOBayiM 1: 1 mo momy W Bo3pacty marnueHtam ¢ bb. Bcem
YYaCTHHKaM  MPOBOAWIIOCH  24-4acOBOE  XOJTEPOBCKOE  MOHUTOPUPOBAHUE.

bonapmHCTBO OMOXMMHMUYECKMX TapamMeTpoB (OOUIMIl  XOJIECTEpUH, TJIIOKO3a,
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KpEaTWHWH, TEeMOTJIOONH) B TPYIIax CpaBHEHHS Obutn comoctaBuMbl U jmiib CPb
MMeEJl JIOCTOBEPHBIC pa3IvuMsl U Haxoawicia B auanazone 7,2+44,6 u 2,7+1,7
cootBeTcTBeHHO (p<0,001)

AHanu3npoBaIuCh BpEMEHHbIE M 4YacTOTHhle mapameTrpel BCP 3a Bech 24-
yacoBoi nepuol. CtaHgapTHOE OTKJIIOHEHUE BCEX HOPMaJIbHBIX MHTEpBaIOB RR 06110
3HAYUTENBHO HUKE B TPYIIIE MAIMEHTOB [0 CPABHEHUIO CO 310POBOM KOHTPOJIBHOM
rpynmoii  (p<0,01). AHanOrMyHO  CpEAHEKBAJPATUUYHBIE  PA3IUYUUASL  MEKIY
nocjeaoBaTenbHbIMU  MHTEpBalaMu  RR, mpoueHT cocennux wuHTepBaioB RR,
oTanyaromuxcd ©Ooimee yem Ha S50 mMc mw BY  kommoHeHTa; IOKa3aTeld
NapacuMNaTHYECKOM aKTUBHOCTH TaKXKe ObLIM 3HAYMTEILHO HIKe B rpynne bb mo
CpaBHEHUIO ¢ KOHTposbHOU rpynmoit (p<0,001, p<0,001 u p>0,05 cOOTBETCTBEHHO).
[Tokazarens cummaroBaraibHoro 6ananca (cootHomenue HU/BY) Obln mocToBEepHO
Bbilie B rpymnmne bb mo cpaBHenuio ¢ koHtposbHOU rpymnmoi (p<0,01). OmnHako
MOKa3aTeid CUMIATUYECKON aKTUBHOCTH (KoMroHeHT BY) Obut comocTaBUMBI
MEXKy ABYMS TPYIIIIaMHU.

CPb cunraercst ocTpodazoBbsIM OEIIKOM, CBUICTECIbCTBYIOITHN O BOCITAJICHUH U
paHee MPOBOAUMBIE HAMU MCCJICIOBAHUSI BBISBUJIM MX JIOCTOBEPHOE MOBBLIIICHUE Y
oonpHbIX ¢ bBb. Mbl cowim HEOOXOAUMBIM TMPOBECTH KOPPEIAIMIO MEXKITY
napametpamu BCP u CPBb, a takxe ¢ jymmrenbHOCTHIO 3a00seBanus B rpymnne bb. He
OBLIO BBIABJICHO 3HaUUMOM kKoppessiiiuu CPb unu npoaomKuTenbHOCTH 3a001€BaHUS
¢ nokazarensmu BCP y nmanuwentoB ¢ bb. Uto kacaercsi OlleHKM aKTUBHOCTH, TO
Mexay otHomeHueM HY/BY u omnenkoit BDCAF nabmromanack 3HauyuTeIbHAS
oTpuIaTelbHas ymMepeHHas koppesus (r=-0,307, p=0,07)

Takum 006pa3om, quana3oH MO3TOBBIX MPOSBICHUN Y 00CIEIOBaHHBIX OOJBHBIX
bb BecbMa pa3zHooOpazeH — OT TOJIOBHBIX OOJICH /10 JBUTaTElIbHBIX U KOTHUTHUBHBIX
HapyIIEHUH, MPU ATOM UX YaCTOTa MPOTPECCUPYET C JUITUTEIBHOCThIO Ooyie3Hu. B
aCCOIMAINK C CUCTEMHBIMH MPOSIBJICHUSMU B OOJBIIIMHCTBE CIy4aeB yCTYIAET UM H

muiib B 10% cinyyaeB eGroTupyer.
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MPT-kapTuHa CTpyKTyp rojioBHOro Mo3ra 6onsHbeix bb BecbMa paznoobpasHa
U uMeeT OOJNbIIoe TUArHOCTUYECKOE 3HAYCHHUE YXKE Ha PaHHUX CTagusx OOJIe3HH,
3a4acTylo Olepekas KIMHUYECKUE IPOSBICHUS.

VY mauuentoB ¢ bb Habmonanocs camkenne BCP kak Bo BpeMeHHOM, Tak U B
YaCTOTHOM 00JIaCTAX, UTO OTPaXKaJlo CHMXKEHHE MMapacuMIaTHYECKOoro Tonyca. Hamm
pe3yJIbTaThl CBUJETENILCTBYIOT O HApyILIEHMHM BETETATHUBHOM (QYHKIMM cepAaua y
nanreHToB ¢ Hbb, HecMOoTpst Ha OTCYTCTBHE SIBHOTO IMOPAXEHU CEPALIA U CUMIITOMOB.
[Tpu sTOM, CYyTOYHBIH PUTM BapuaOETBHOCTU CEPJIEYHOrOo puTrMa y OonbHbIX bb

COXpaHSCTCH.
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BriBoabl

1. PeTpoCneKTUBHBIN aHaIU3 MEOUUUMHCKONW AokymeHTanuu (N=101) mauueHTtos,
HAIpaBJICHHBIX B  CHCHHATU3UPOBAHHBIA  PEBMATOJIOTMYECKUNA  IEHTP C
nono3penueM Ha bb mokazan, yro y 43 (42,6%) OOJBHBIX YCTaHOBJIEH
OKOH4YaTeNbHbIH AuarHo3 bb, y 19 (18,8%) sepostHeii tuaraos bb, a y 39 (38,6%)
nanueHToB bb Obul uckmouen. Hambonee dacTbiIMH CUMITOMamu, MO TOBOIY
KOTOPBIX HaINPaBJIEHBI MAIIMEHTHI, ObUTH MOPAKEHUSI MIOJIOCTU PTa, IJ1a3 U MOJOBBIX
opraHoB — 67,3%, 31,7% u 22,8% cootBercTBeHHO. C HAMOOJIBINECH YaCTOTOM
tepaneBThl (33,7%), cromatonoru (18,8%) u odpranemonoru (16,8%) nHanpasisiiu
nanueHToB ¢ nojgo3peHueM Ha bb. [Ipu atom 64,4% GonbHBIX Ha 7-9 roabl ¢ Havana
0oJie3HM 00paIarTCs K peBMaroiiory [2-A, 5-A, 8-Al.

2. CpaBHuUTENbHAs XapaKTepUCTHKA OOJIBHBIX C YCTAHOBJICHHBIM quarno3oM bb u 6e3
BbIsIBUJIA psAll ocoOeHHocTel. [lanmentrsl B rpynmne bb umenu Gosee BBICOKYIO
yacToTy cemeiliHoro anamuesa bb (11,3%) mpotuB 2,6% 0e3 Bb. Ilpu stom
3HAYUTENbHBIX BO3PACTHBIX PA3IUYM B CPABHUBAEMOW KOTOPTE HE HAOIIO1aIO0Ch.
Yacrora adTo3HOro croMarura ObUla OJUHAKOBO BBICOKA B JBYX CPaBHMBAEMBIX
rpymnmnax, HapOTHB MOPAXKEHUsI TEHUTAJIMM, U IJ1a3 ¢ BHICOKOW BEPOSTHOCTHIO ObLIN
3HAYMTENbHBIME TIpeaukTopamu bb [2-A, 8-Al.

3. Hemorpaduueckass u dITHHYecKas Xapaktepuctuka bb B momymnsiuu
TamxukucTana BBISIBIIIA Pl ocoOeHHOcTel. M3 62 00cinenoBaHHBIX TMAIMEHTOB
MyXunHbl coctaBunm  61,3%, cpemnmii  Bospact 30,2 ner. Hauboiee
pacnpoCTpaHEHHOW ATHUYECKON MPUHAIJICKHOCTBIO CpPEAM MAalUueHTOB ObLIU
cMmenIaHHbie Opaku (Y30€Ku+TaIKUKN) C OTATOMIEHHBIM CEMEUHBIM aHAMHE30M I10
peBMatnyeckuM 3aboneBanusiM y 17 (27,4%) naumentoB ¢ bb. B cpennem bBb
ne6rotupoBana B 22 roaa u nodtH (54,8%) ka1l BTOpoit O0IBHONM HaXOIUJICS B
Bo3pacTHOl kareropuu 22-30 ner, a ana (QopmMupoBaHHs pa3BEPHYTOH
KJIMHHYECKOW KapTHHBI TpeOOBaIOCh B cpenHeM 7,3 roaa [3-A, 5-A, 7-Al.

4. Hambonee  pacmpoCTpaHEHHBIMH  CHUMITOMaMH  OBUIM  KOJKHO-CIIM3HCTHIC
NOpaKEHUS M YBEUT, a YacToTa HX BCTPEYAEMOCTH HMeEJa TOJOBYIO
u3zbuparenbHocTh. [lo penotumy bb adTo3HBI CTOMATUT U KOKHBIE MTPOSBICHUS
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BCTPEUAIMCh B PABHOW CTEIICHU KaK y MY>KYWH, Tak U y sxeHiuH (94,7% u 95,8%).
[Ipu STOM $3BBI TEHHUTANMS, TMOPAXKEHUS TJa3 M COCYIOB HambOOIee YacTo
HAOMIOAAIUCh Y MYXXYUH U UMEJU TSHKEJI0€ TEUYEHHE MO CPABHEHMIO C JKEHCKUM
nosiom [3-A, 7-A].

VY GonbHBIX ¢ 00Jie3HBbIO bexuera ycTaHOBIIEHBI HAPYIIEHUSI B UMMYHHOM CTaTyce,
BBIpaXKaloIMecss CHUXKEHHWEeM akTuBHocTH kietouHoro (CD3, CD4, NPU) u
ycuwiieHneM rymopaibHoro 3seHa (IgA, IgM, IgG) mmmynurera. Kpome s3toro,
UMEIOTCSI HApYIIEHUs] IUTOKUHOBOT'O CTaTyCca, KOTOPOE BBIPAKAIOTCS CHUYKEHUEM
cogepkanusi WJI-6 u moswimennem ypoBHsS wnutokuHa DPHO-o, KoTOpbIE
aCCOIMUPOBAIIMCH C TaBHOCTHIO 3a00seBanms [1-A, 2-A, 8-A].

Hespomnoruueckue mposisienuss bb nHabmonanuce y 45,2% O6ompHBIX, B 57,1%
CJIy4aeB BCTPEUATNCh B MO3AHUX cTtamusax (7-9 mer) m mums y 10,7% B mebrore
0one3HU. AHAUM3 COIMOCTABJICHUS MO3TOBBIX U CHCTEMHBIX (YBEHUT, CTOMATHT,
KOXKHBIC TPOSBJICHUSA, sI3Ba TEHUTAIWi) mokazai, 4ro y 18 (64,3%) OoibHBIX
CUCTEMHBIE TMPOSBIECHUS ONepexanu HeBpojormdyeckue. [Tomumo obumx x*anod
(rostoBHBIE OOJIH U JIP.) UMEJIO MECTO U CTPYKTYPHBIE M3MEHEHHSI TOJIOBHOTO MO3Ta,
BbIsIBIIeHBIE Tpu oMot MPT, Bkimrodas ruapornedanuto — 84,6%, arpodudeckue
W3MEHEHUSI 3pUTENbHBIX HepBOoB — 42,3%, nakynapuwii uHdpapkr — 30,8% wu
dbopmupoBaHus TyCTOro «rypenkoro cemia» (57,7%) u 3adactyro omepexas
KJIMHUYECKHE MposBIieHus [4-A, 6-Al.

Ornenka BereTaTUBHON HEpBHOU cucTembl TyTeM u3zydeHuss BCP y 6onpHbiX ¢ Bb
BbIsIBWI CHIbKeHUsT BCP kak BO BpeMEHHOH, Tak M B YacCTOTHOM 00JIacTAX IO
CPaBHEHHIO C KOHTPOJIBHON TPYyMIOW, YTO CBHIETEIHCTBOBAJIO O CHUKCHHUH

napacuMIIaTHICCKOro TOHYCa CGpI[C‘—IHOﬁ MbIIIIBI, TP COXPAHCHHOM CYTOYHOM

putMe cepana [4-A, 5-A, 6-A].
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PexoMeHganum no NpakTuyecKoMy NpMMeHEHHUIO Pe3yJbTaTOB

[TomucuHAPOMHOCTD, OTCYTCTBHUE CTIeU(PUUECKUX TaOOPATOPHBIX UCCIIECTOBAHHIHA,
a TAK)Ke€ MO3IHsS JUAarHOCTUKA JUKTYET HEOOXOAMMOCTD IIIMPOKOE UCITOJIb30BAHUE
Cpeld  PEBMATOJIOTOB,  TEpareBTOB,  OQTaIbMOJIOTOB,  CTOMATOJIOTOB,
J€PMATOJIOTOB, TMHEKOJOrOB pa3pabOTaHHBIX MEXIYHAPOJIHBIX KPHUTEPUEB C
OaJIbHOM OILICHKOM /171 CBOEBPEMEHHOM MOCTAaHOBKH JIMarHO3a.

PazpabotanHblii anroput™ JIUarHoCTUKH bbb  mo3BoJsieT  MEXIKCIEPTHHIN
(MeXIUCHUIUTMHAPHBIN) TOAXO] YK€ B 1e0t0Te 00JIe3HU

[TaTTepruueckuii TECT ABIISAETCS BaXKHBIM IIPOSBICHUEM JUUIS pAHHEH JMarHOCTUKU
bb, yn1o0eH B mpakTHUYe€CKOM MPUMEHEHHUH U MaJl03aTPATHBIM.

[TpaBmiibHO COOpaHHBIE N@HHBIE JIMI] C AKIEHTOM Ha CEMEWHBbII aHaMHE3 IO
ayTOMMMYHHBIM 3200JI€BaHUSM, yUeT (PAKTOPOB pHUCKa UTPAET KIHOUYEBYIO POJb B
JMArHOCTUKE U pa3pabOTKU TAaKTUKHU BBEJEHUSI CUCTEMHBIX BaCKYJIUTOB.

C 1enpr0 paHHETO BBISABICHUS HEBPOJIOTMYECKUX OCIIOKHEHUM M HapyLIEHUsS CO
cTOpoHbl cepaua MPT rosloBHOro Mo3ra M XOJTEPOBCKOE MOHUTOPUPOBAHUE
MO>KET ObITh MPUMEHEHBI B KAU€CTBE PyTUHHOTO HCClieJoBaHus. BapuabenbHOCTh
CepJCYHOI0 PUTMa, KaK MPAKTUYECKUH HHCTPYMEHT, MOKET OBbITh MPUMEHEH IS

PUTMHYECKOTO HAOI0IeHHS 3a marueHTaMu ¢ bb.
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