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ITopaxeHue ceppiia Npu runep303MHOPUILHOM CUHIPOMeE

Cropoxakos I. W., F0Y BIMO «PTMY Poc3ppaBa», MockBa

Jupokapaut lepdnepa

Hpoxapaut Jlepdrepa sABIsIETCS COCTABHON YacThIO MAMO-

HaTn4eckoro rumnepaosuHoduipHoro cuHppoma (I'3C),

I/ KOTOPOTO XapaKTepHO IIOCTOSHHOE IOBbIIIEeHMe KO-
YecTBa 903MHOMIIOB B KPOBY IIPU OTCYTCTBUM BBLABIEHHOJ MPH-
YMHBI, HECMOTPsl HA TIIATE/IbHOE M3Yy4YeHMe CUMIITOMOB U IIpH-
3HAKOB 0OJIE3HM, B TOM YJC/Ie BOBJICYEHHOCTU B IPOIECC APYIMX
OpraHOB, 0COOEHHO Cepfilla, HEPBHOI CUCTEMBI, @ TAKXKe KOCTHOTO
Mosra. Cepalie mopaxxaercs 6oee 4eM B 75 % CIrydaeB UAMOMATIYe-
CKOII TUIIep303MHODUIIIL.

Qenotnn 203MHOGUIOB IpK SHAOKapAManbHOM (ubpose
OT/INYAETCSA OT HOPMA/JbHOIO yMEHbIIEHMEM KO/INYeCTBa I'PaHyI
U TIOSIBJIEHUEM BaKYOJIeil, YTO MOKET ObITh Pe3y/IbTaTOM HOABJICHIUS
AHOMAJIbHOV KJIETOYHO IMHWUM, BEMYIIEN K Pa3BUTHUIO Ay TOUMMYH-
Horo 3a6oseBanys. Cofep>KUMoe IPaHy/I 903UHO(IIIOB HAIPAMYIO
BbI3bIBAET HEKPO3 MMOKapauonuTos. ITokasano, uto IgG cpAsbIBa-
eTCs C pelenTopaMy Ha MOBEPXHOCTU 903MHOMUIIOB, YTO COIPO-
BOX/JA€TCA YCUJIEHVEM aKTMBHOCTM TIEPOKCUJa3bl M YCUIEHMEM
TOKCIYECKOTO JIeMICTBUA 303MHOGMIOB. IMIeps03MHOPIIBHBIN
CHHJIPOM BeJieT K PasBUTHUIO TOBPEXMEHN:A He TONbKO B Cepplle,
HO U B JIETKUX, B TKaH) TOJIOBHOTO ¥ KOCTHOTO MO3Ta.

B mporecc BoeKkaoTcs 00e KaMepbl Ceppla, IOBpexpe-
HUe 3aK/TI0YaeTCA B yTOMUIEHNM 9HAOKAp/ila B BBHIXOJHBIX OTZE/Iax
U B BEpPXYLIKaX KeTyTO4YKOB. [Ipy IMcTONMOrn4eckoM MCCIeoBaHnm
Hab/moaeTCsA 903MHOMUIbHBII BOCTIA/IUTENbHbII ITPOLiecc B 00/1ac-
TV MHUOKapfia 1 CyO9HIOKAapAa PasHON CTEIeHU BBIPAXXEHHOCTI,
TpoM603 11 BOCIIa/IeHNe B MHTPAMYPaIbHBIX COCYAaX CepALia, IPK-
CTEHOYHBIN TPOMOO3, cofiepXKalmili 903MHODIIBI, @ TaKXKe SHMIO0-
KapuanbHbI Gr6pO3 TOMIMHOI B HECKOTBKO MUUIMIMETPOB.

Tunu4HbIL 60NbHOI — 9TO >KUBYIIMII B YMEPEHHOM KIMMare
MY>K4UVHa MojIoxe 50 JIeT ¢ TMneps03MHOGIINeNt, OfHAKO, KaK BUJI-
HO 13 OIMCAHMA HAIIeTo CydYasd, XEHCKMIT TIO He ABAAETCA KpU-
TepueM UCKmodeHns. Y 60mbHbIX ¢ [DC 0TMEYAITCs CHIDKEHNe
Beca, NMXOpPajika, Kaulenb ¥ Chbillb. K TUNNMYHBIM KIMHMYECKUM
MIPOSIB/IEHMAM TaK)Ke OTHOCATCA MTPABO- U I€BOCTOPOHHSASA 3aCTOM -
Has CH, MuTpabHast peryprurtanys, CuCTeMHbIe 9MOOII, 110 IaH-
HBIM peHTreHorpaduy IPyHOI KJIeTKM — paclIMpeHue TeH! Cepyl-
I]a U TIPU3HAKM 3aCTOVHBIX ABJIEHNUI B JIETKMX, peXKe OTMeYaroTcs
nHuIbTpaTUBHBIE TeHU. VI3MeHeHUs, mpepcrasineHHble Ha JKI,
ABJIAIOTCA HeCHelVUYHBIMU U BK/IIOYAIOT M3MEHEHVA CerMeH-
ta ST u sy6bua T.YacTo nMe0T MecTO GUOPI/ILALNS IPpefcepauii,
HapylleHe IPOBeeHNs, 0COOeHHO 67I0Ka/ja TPaBOli HOKKY ITy4Ka
Tnca. CreneHb BbIPaKEHHOCT K/IVIHUYECKIX TIPOSAB/IEHNI 3aBUCUT
OT CTa/[uy IpoIlecca.

Tunnunsim OxoKT mnpusHakom sHpokapauta Jlepdnepa
SB/IAETCA HPUCTEHOYHBbIT TpoM603. ITpu Ox0KI' MOXHO yBU-
IeTb OOMMTepalMIo BEPXYIIKM M HapylIeHMe IOABYDKHOCTU
3aJHeil CTBOPKM MMTPaJbHOTO KJaIlaHa BC/IE[CTBME «IIPUIN-
IDaHMA» ee K YTONIEHHON 3ajHe6a3aabHOI CTEHKe 3HJO0Kap-
[a, 4TO BelleT K MUTPA/IbHON peryprurauuu. Bepxymka xemny-
[oYKa 4acTo obmurepupoBaHa TpomboMm. Ipencepanss 06bIYHO
pacIIMpeHsl, IIPU JIOIIIIEPOBCKOM JCCTEOBAHUM BbIABIAETCA
aTpUO-BeHTPUKY/IApHaA perypruranua. Cucronndeckad QpyHk-
uust JIK o6s1kHOBeHHO coxpaHeHa. [Ipu gormtep-9xoKI TpaHc-
MUTPANbHOTO IIOTOKA BBIABIATCA I3MEHEHNUA 110 PeCTPUKTUB-
HOMY THUITY, 4TO TUIMYIHO A/ cTafuu ¢pubposa.

ITpn xareTepysaluy cepplia BBIAB/IAETCA CHIDKEHUE IIOfaT-
mBocty JDK, BOo3HMKatolee BC/IEACTBIE YBEMMIEHNA KeCTKOCTH
Mrokappa. Takke MOKeT HAOMIOFATHCS MUTPAIbHASL ¥ TPUKYCIIN-
JalbHasA perypruraumdA. [iA IOATBEp)K/IEHUSA [MarHosa MOXKeT
OTpe6OoBaThCA OMONCUA SHAOMUOKAP/A, OHAKO IOTydeHMe TIOfI-
XofsIero obpasia MOXKeT ObITb 3aTpyAHeHO [1, 2].

Wanonatuyeckuit runep303MHOGUNbHBINA CUHAPOM
Innepa03nHOGUIBHEIE CHUHAPOMBI COCTAB/ISIIOT PEAKYIO U pas-
HOPOJHYIO IPYIITy 3a00/IeBaHMNIl, ONpefie/iieMbIX KaK II0CTOSHHAS
U BBIp@KeHHas s03uHopunus (>1,5% 10°/1 Ha npoTshkeHUn Goree
6 UAYILIVX [PYT 32 [PYTOM MeCALEB), aCCOLMUPOBAHHA C JOKA3aH-
HBIM IIOBPEXIeHIeM OPTaHOB, II0C/Ie UCK/IIYEeH NS IPYTUX IPUIUH
(a7Ieprndeckux, MapasuTapHLIX 1 37I0KAYeCTBEHHDIX) TUIIEPIOSI-
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Hodwn. PacpocrpanenHocTs 9C B MOMyIALMM HEM3BECTHA.
Yame Bcero I'9C pa3BnuBaloTCA y MONOMDIX JTIOfeil U JINIL CPETHETO
BO3PAacTa, OFHAKO OHU BCTPEYAIOTCA B 000 BO3PACTHOI IPYIIIIe.
Coobmanoce 0 6oree 4acToil PAaCHPOCTPAHEHHOCTV CPENVI JINIL
MY>KCKOTO Hofa (4-9:1), 0fiHaKo, BepOsATHEE BCETO, ITO MOXKET OBITH
CBA3AHO C TeM, YTO CIIOpaMdecKue MYTAIVM TeMOIIOITUYECKUX
CTBOJIOBBIX K/IETOK Yallle BCTPEYAIOTCA Y MY)KUMH. DO3UHODUIBI
TIOBPEXX/IAIOT pasHble OPIaHbI-MUIIEHM, B TOM YMCTIe KOXKY, Cepplle,
JIeTKue, LIeHTPaIbHyIo U TeprepuuecKyio HepBHYIo cucTemy. Cpenn
APYTUX YaCTO HAOMIOfaeMBIX OCTOXKHEHMII — IellaTo- 1/VIn CIle-
HOMeTa/IN, 903MHOQU/IbHBII FaCTPOSHTEPUT, @ TAK)XKE HApYLICHUA
Koarynanym. HegaBHuit NpopbIB B IOHMMAaHNM TIATOreHe3a M03BO-
JIVJT HOHATD, YTO TMIEPI03MHODWINA MOXKET PasBUBATHCA BCIIE-
cTBue MO0 XPOMOCOMHOIT jienenuy 4q12, Bemyieit K MOSABICHIUIO
rena cimsinust FIP1L1-PDGFRA (F/P+ BapuaHT), 1160 BCiefcTBIE
TUIIepIIPORYKIMN MHTeprIeiikiHa-5 (V1JI-5) B pesynbrate K/IOHaIb-
Hot axcriancuy T-K1eTo4HoI morrysAnyy (MMMQpOLNTapHLI Bapy-
aHT), Yalle Bcero xapakrepusyoiieiicst CD3-CD4+ denorumnom.

ITocranoska amarHosa mupmonarndeckoro I'9C ocHoBbIBaeTCA
Ha BBIAB/ICHUM IOCTOSAHHOI ¥ BBIPQKEHHOI TUIIEP303uHOGIINY,
OTBETCTBEHHOJ 3a MOBpPEXJIeHNe OpraHOB-MMIIEHEH, a TaKxkKe
Ha VICKTIOYeHUM PYTUX NPWIMH TUIePI03NHOMUINN, B TOM YKCIIe
aJUIepIMYecKUX U MapasuTapHbIX 3a00/IeBaHMil, COMMIHBIX 3/I0Ka-
JeCTBEHHBIX HOBOOOPA3OBaHMIl, OHKOIeMaTOJIOrMYecKux 3abore-
BaHmit, 6omesHyu Churg-Shtrauss, a Taxke denmoBedeckoro T-Kie-
TOYHOTO TMMQOTPOIHOro Brpyca. COOTBETCTBUE STUM KPUTEPUAM
CITY>KUT OCHOBAaHMEM JiIA NOC/IEf{OBATENbHOTO MATOTeHETIYECKOTO
KIacCcU(UIMPOBAHNUSA C UCIONB30BAHMEM MOAXOMAIIUX [IUITOTeHe-
TUYECKVX U (PyHKIMOHAIbHBIX MOfIXOJOB.

Jnst kmaccudukanym 60IbHBIX, OTBEYAINX KpuTepusim [9C,
B HACTOAIINIT MOMEHT B MeAMIIMHCKOI TUTEePaType NCIIONb3YIOTCA
CTIefyIolIyie TePMUHBIL:

« FIP1L1-PDGFRA (F/P)-accouuuposannsiii I9C (F/P+ I'9C),
y GONBHBIX C KJIOHAJbHON TMIIEPI03MHOMUINEN BCIEACTBUE
CTIOpa/INYecKoil TepecTPOiiKM XPOMOCOM B CTBOJIOBBIX KJIET-
Kax TeMoIl033a, Befyllell K camsaHmio aByx renos (FIP1L1
u PDGFRA) B o6mactu 4q12; nmydiie Bcero KmaccupuimpoBarb
TaKMX OONbHBIX KaK MaleHTOB ¢ F/P+ XpOHMYECKUM 3031HO-
GbUIBHBIM JIETIKO30M.

o XpoHuueckuit 903MHOGWIbHBIN Jeiiko3 (X3JI) y 6ombHBIX
C IOKa3aHHOI K/IOHA/JIBHOCTBIO 903MHODWIOB (B TOM dNCIIe
F/P+ BapmaHT), a TakKe y GOJIbHBIX C IOsBJICHNMEM OacTOB;
B HEKOTOPBIX COOOIIEHNAX OTMEYAeTCs PasBUTHE Y TAKUX MALN-
€HTOB OCTPOTO MIETOUIHOTO I 303MHOGIIBHOTO JIEHKO03a.

o JInmouurtapupiit ['IC (JI-IIC) y 60MBHBIX ¢ XPOHUYECKOI
PeaKkTUBHO (IIO/IMK/IOHATIBHON) TUIEep03nMHOUINel, BTO-
PUYHOI TIO OTHOLIEHMIO K II€PenpoM3BOACTBY T-KlmeTkaMnu
WNJI-5.

o Muenonpombeparuphpii ['9C  MoxeT OBITb  BbIeNEH
st 60ZIBHBIX ¢ HABOPOM KIMHUYECKMX M OMOTOTMYECKIX JJaH-
HBIX, NTPEJIIOIAraloX Halndye IIOIeXKallero Muenonpom-
(bepaTuBHOrO IpoIecca, ACCOLMMNPOBAHHOTO € 903MHOPUINEI,
B OTCYTCTBUE MOJEKY/IAPHBIX fedeKTOB (B TOM UMCTIe MOBbI-
IIeHNe YPOBHA BUTaMMHa B, B miasme, remaro- u/uan criie-
HOMeTa/IVs, aHeMVs VI/VIM TPOMOOLMTONEHVA, IVPKY/IAINA
MUETOUIHBIX MPefIIeCTBeHHNKOB, JUCIIACTUYECKUX 303MHO-
b110B, IUIEPKIETOYHOCTD KOCTHOTO MO3Ta CO CIBITOM CO3pe-
BaHUA BJIEBO, MUENOGUOPO3, MOBBIIIEHNA YPOBHA TPUIITA3bI
B IIa3Me, pearnpoBaHue 3a60/IeBaHNsl Ha IMATHHUO); NHOTTA
9TOT TepPMUH PACIIPOCTPAHAIOT I Ha MAIVIEHTOB C M3BECTHBIMU
MOJIEKYIAPHBIMY JiedekTamu, B ToM uucie F/P+ XOJI v ke
TpyTHue pefKue CIuAHNY, Boiekaomye red PDGFRA.

« Vpuonarnyecknit '9C c HeBbIABIEHHBIM IATOT€HE30M.

o D03MHOQWIbHOE TIOpaKeHNe, OrPaHNYMBAIOLIEECd OFHUM
OpraHOM, TaKOe KaK 503MHOMIIbHBIN 530()aruT, raCTpPOIHTE-
PUT, JepMaTUT, MHeBMOHuU:A, 60me3Hb Kumypa, 203uHOPMIB-
HBIIT pactmut u gpyrue.

Takme NOHATNA, KaK [MCCEMUHMPOBAHHOE 903MHOMUIbHOE
KOJUIATeHOBOE MOpaXkKeHNe, a Takoke G1OpOIIacTudecKnii S9HTOKap-
mut Jleddrepa ¢ s03uHOGNINMEN, NCIIONB30BAINCEH PaHee I OTpa-
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JKEHISI MOBPEKMIEHNUA B KOHEYHOM OpraHe-MUIUECHN BC/IECTBUE
IPAMOTO TOKCHYECKOTO JIeMICTBUA 303MHOGMIOB Y OONbHBIX
C HePCUCTUPYIOLIel TUIIeP303MHO(IIINEI!, OTHAKO K HACTOAIIEMY
MOMEHTY SBJIAIOTCS YCTAPEBLINMIL.

Kmunandeckue mnpossrenus I'OC BecbMa pasHOOOpPasHbBI
U 3aBUCAT OT TOTO, KaKOW OpraH MHQMUIbTPUPOBAH 303MHOQM-
namu. IloBpexmenne u/mwmm AUCHYHKUMA OpPraHa pasBUBAIOTCS
B pesy/ibTaTe BBICBOOOXKIEHVA 303MHOGMIAMY OONBIIOrO YiC-
Jla pasHOOOPA3HBIX LIUTOTOKCUYECKUX CYOCTAHIMIL, B TOM UUCTIe
9031HOQUIBHOTO KaTtnoHHOro 6enka (9KB), r1aBHOr0 OCHOBHOTO
6enka (I'OB), puboOHYKI€a3HOTO 303MHOPUILHOTO HENPOTOKCH-
Ha (POH), OKMCIUTENbHBIX MOJIEKY/, TAKMX KaK 303MHOQMIbHAA
nepokcupasa (I10) 1 cBo6OAHBIE PafiYIKa/IbI KICTOPOJA, a TAKXKe
(epMeHTOB, TaKMX KaK 371acTasa 1 KojjiareHasa [3]. Dosunoduist
TaKKe MPOAB/IAIT CHOCOOHOCTD K CMHTE3y JUIMAHBIX MeJMaTo-
POB, B YaCTHOCTH, JIEIKOTPMEHOB ¥ NIPOCTAMIAHHOB, BHOCSIINX
BK/IaJ B KIMHIYECKYI0 KapTUHY IIOCPECTBOM BIMAHMA Ha TOHYC
IJIAJKOI MYCKY/IaTyphl COCYA0B 1 6poHx0B. Kpome Toro, oHu cro-
COOHBI CeKPEeTHPOBATh LIUTOKMHBI (B TOM 4MC/Ie HPOBOCIATUTENb-
Hble [UTOKMHBI T X 1, T X 2) 1 XeMOKMHBI, 9TO Jle/IaeT UX elle bomee
CTIOXKHBIMI YYaCTHMKAMU HMMYHHOTO OTBeTa, YeM CUUTaIoCh
paHee [4]. Do3nHODUIBHOE BOCIIA/IEHIIE ACCOLMUPYETCsE ¢ Mpodu-
OGpOTeHHBIM OKpYXXeHMeM, TaK Kak BbicBoOOKmeHue TGF-f aktn-
BUPOBAHHBIMIL 903MHOBIIAMY BefleT K MHTeHCHUKALINY CUHTe3a
KOJUIATeHa Y OTJIOXKEHMIO 9KCTPALe/IIONAPHOIO MaTpuKca. Jpyrue
MeJIaTOpbl BBI3BAHHOTO 903MHO(IIAMI PEMONEMPOBAHUA TKa-
Hell HAXONATCS B HACTOSIINIL MOMEHT Ha CTafUI U3YIeHNA.

Xors mpu I'9C MoxeT OBITH 3aTPOHYT MPAKTUYECKM JTHO00IT
OpTaH MU TKaHb, yale Bcero (6omee yeM y 50 % 6ONIbHBIX) KIMHIM-
JecKye OC/IOKHEHVA BO3HUKAIOT B KOXKe, Cepfilie, IETKMX ¥ HepBHOII
cucreMme [5]:

Kosxrvle nposiénenus — qacTble ¥ HeClelMpUIHbIe, B OCHOBHOM
IIPefICTaB/IeHbl YPTUKAPHBIMIL BBICBIIAHNSAMIL VM QaHTMOHEBPOTIIUe-
CKMM OTEKOM, 3PUTEMAaTO3HbIMI IAIly/IaMI WIN y3eIKaMH, II0XO-
JKMMM Ha 9K3eMy. Y 60bHBIX ¢ JI-TIC Takoe HOBpeX/IeHNe ABIACT-
€51 OCHOBHBIM K/IMHINYECKVIM TIPOsIBTIEHIEM TUIIep03uHopumnn [6,
7]. Y HekoTOPBIX NanueHToB ¢ JI-I9C orMevanuch TUINYHbIE IPU-
3HAKM CUHApOMa IJiaiixa: sIM30M49ecKy BOSHUKAIOIVIT aHTIOHEB-
potudecknit otek ¢ s03uHopunueit [7-9]. BosmoxxHO mosiBreHne
U3BA3BIEHNUIT CTUBUCTBIX, 0c06eHHO y 60mbHbIX ¢ F/P+ I'9C [10].

Iopasenue cepdua npomexaem 6 mpu cmaouu. PaHHAA HEKPO-
TUYeCKasA CTafiusA, MPOTEeKAIoas B SH/IOMMOKApie, 4acTo TedeT
6eCcCUMIITOMHO, OTHAKO B PeIKIX CTy4YasxX MOKET COPOBOXKAATCS
passurieM octpoit CH. 3a JaHHBIM 3TaIoM ClIefyeT TpoMOOTIYe-
CKadA CTafiuA, BO BpeMA KOTOPOIi BIO/b MOBPEXAEHHOTO SHTOKAp-
fia B IOJIOCTY KaMep GOpMUPYIOTCA TPOMOBI, KaK 3TO 1 CIy4UIOCh
¢ 6OJIBHOIY, IPECTABICHHON B ONMCAHUM CTydas, KOTOPbIe MOTYT
CTaTh MCTOYHMKOM Iepudepudecknx smbommit. B mocmenHerr,
¢dubposupyoLlelt cTafuy SHAOMUOKAPAUANIbHbIT (ubpo3 BexeT
K Pas3BUTHIO HeOOPATMMO pPeCTPUKTUBHON KapAMOMMOIATIN,
a MOBPeXJEeHNe aTPIO-BEeHTPUKY/IIPHBIX KIAllaHOB MOXKET IIpUBe-
ctu K octpoit CH [11]. SugomMuokapauanpHbiit Gubpos sBisieTcs
CaMBbIM JACTHIM HEOOPATUMBIM JOOPOKAIeCTBEHHBIM OCTIOXKHEHIIEM
F/P+T3C [12].

Hesponozuueckue nposenenyss BKIIOYAIOT B Ce0d CHMIITOMBI
MIOBPEXIEHN KaK LIeHTpa/lbHO (3HIedanonaTns), Tak u nepude-
pudeckoit (MoNMMHepoIaTHA) HePBHOI CUCTeMbL. DHIledanonaTusa
IIPOSBILACTCS HapyLIeHNeM MOBefieHNs M KOTHUTUBHBIX (QYHKIINIL,
noTepert maMsTH. [10/MHEPOIaTIs IPOSIBIAETCSA CYMMETPUIHBI-
MI U aCCHMETPUYHBIMU HaPYLIEHNSIMU YyBCTBUTEIbHOCTH, CHI-
>KEHMEM MBILIEYHOI CUJIBI, @ TaK)Ke CMEIIaHHBIMI HapYLIeHUAMN.
B pesymbrare nepudepudeckoii sMOOMNM MHTpaKapfuaTbHBIMU
TpoMbaMIL BO3SMOXKHO PasBUTIE MHCYIbTA U TPAH3UTOPHBIX MIlle-
MMYECKMX aTaK. BO3MOXHBIM OCTIOXKHEHMeM IMIePKOaryILALui,
BDBI3BAaHHOI TMIEPI03MHOGUINEIT, AB/IAeTCA TPOoMOO3 MHTpa-
KpaHUA/IbHBIX BeH (IIPOJJOJIbHOTO ¥I/W/IM JIaTePalbHBIX CHHYCOB).
Ha HacToAIMIT MOMEHT He OGbITIO COOOIIEHO HI 06 OfHOM CITydae
PasBUTHA HEBPOTOIMYECKUX OCTIOKHeHMit y 6ompHbIX ¢ JI-IDC
(B or/mmune ot 6onbHbIX ¢ F/P+ BapuanToM 1 OONBHBIX C MAMOIA-
TI4YeCcKoit popmoit).

Ilopasenue neekux TIPENCTABIEHO CIEKTPOM IIPOSAB/ICHUIL:
OT XPOHMYECKOTO CYXOrO KAalULi /Wi OpOHXMAaIbHON TMUIep-
PEaKTMBHOCTY B OTCYTCTBUE PEHTTeHOIpadUYecKoil KapTUHBI
IO PeCTPUKTMBHOTO 3a0ojeBaHMA C MHQWIBTPATaMM B JIETKUX.
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IMocnennue yamie Bo3HUKawT y 60mbHbIX ¢ F/P+ I'9C [10]. B pen-
KUX C/Iy4asX COOOIaIoch O PasBUTUM OCTPOTO PeCHMpPaTOPHOrO
AucTpecc-cUHApoMa. [Ipy A/IMTeIbHOM TedeHNnN 3a60/IeBaHIs BO3-
MOXXHO pasButie pubposa.

K eemamonoeuneckum nposeneHusm MOTYT OBITb OTHECEHBI
aHeMIs, TPOMOOLMTONEHNMs, TellaTOMeTaans ¥ CIUIEHOMeTasns,
4T0 yamie Bcrpevaercs npu F/P+ I'9C [10, 13]. YmepenHas mumba-
TeHOIATIA Jalle Bcero BcTpedaeTcs pu JI-I'9C, 4To MOXKeT BBI3BI-
BaTh Nofo3peHe Ha T-KIeToIHYI0 TUMPpOMY.

Hapywenue koazynsuyuu Taxxe MoxxeT HabmomaTbest mpu I'9C.
Cunraercs, 4TO XpPOHMYECKAs TUIIEPI03NHODIINA MOXKET BBI3BATh
[OBPEeXIEHNe SHAOTeNNs COCYHOB, BbI3bIBas mepudepriecKyio
BACKY/IONATIIO, 4 TAK)Ke MOXKET aKTMBUPOBATb TMIIEPKOATYIALIO
Hanpsamyo. Ocoboe BHUMaHME JJOIDKHO OBITh YZIeNIEHO HA/INYMIO
IIOJHOTTEBbIX KPOBOMBIMAHNUIL, TaK KaK y HEKOTOPBIX OONbHBIX
nepudepudeckuit pom609MO60nuecKmit peHOMEH MOXKET BBUINTD-
CA B OKK/IIO3MIO TePMUHAIbHBIX COCYZOB (HalpyMep, Ia/blieBoil
Hekpos) [14].

K ienydouHo-kuuieuHoIM  CUMNMOMAM — OTHOCATCSA  6GOTIb
B KMBOTE, AMapes, TOITHOTAa U pBOTa. MOTyT MMeTh MeCTO 9031-
HOQWIBHBII TAaCTPUT, SHTEPOKONUT U KOIUT, IpUdYeM MOCIeS-
HMII MOXeT COIPOBOXKJATbCA ACLUTOM, €CIM 303MHOMUIbHbIC
MHQUIBTPATbl PAaCcHpPOCTPAHAIOTCA Ha IMYOOKMEe C/IOM CTEHKHU
KIIIKY. BplllenepedncieHHple JKemy0uHO-KIIIeYHbIe OC/IOKHe-
HIA HabmogaTca mpy Beex dopmax I'9C, B ToM ducie B cIydasx
C HEYCTAaHOB/IEHHBIM ITATOT€HE30M.

K obujum cumnmomam OTHOCAT CMabOCTb, YTOM/ISEMOCTD,
AHOPEKCMIO, TMXOPAJKY, HOUHbIE IIOTHI, IIOTEPI0 BECA, apTPaITUIo
Y MUAJITHIO.

Jla6opamopruvie darnovte. Bompuble ¢ ['DC mpencTapIAoT coboit
Pa3HOPOJIHYIO TPYIITYy B COOTBETCTBUM C PAcXOXJeHUeM /1abopa-
TOPHBIX FaHHBIX. OOliee KONMMIECTBO JIEIIKOLUTOB MOXKET OBITH
B Ipefe/laXx HOPMbBI WIN YBEIMIEHO, aOCOMIOTHOE KOMMYECTBO
903MHOWIOB YaCTO 3HAYMTEIBHO IpeBbimaeT 1,5% 109/71. B nepu-
(depuyeckoit kposnu, ocobenno npu F/P+ BapuaHTe, MOIyT OTMe-
YaTbCAA MHOTOYNC/ICHHbIE OTK/IOHEHN:A, B TOM YJC/Ie Hajudue Mye-
JIOLIUTOB, TPOMOOIIVTOIEHN NIV TPOMOOIIMTO3, @ TAK)Ke aHEeMUIA.
CyecTBeHHOE MOBBIIIEHNE YPOBHA BUTaMMHa B ) B rasme AB-
ercsa TMOUYHBIM 1A F/P+ BapmanTa, 0COOEHHO TUIINYHBIM OHO
cunraercs gyst M-I'9C (To ects MuenomnpoepariuBHOro 3aboe-
BaHNUA BCTIEICTBYE NOKAa HEYCTAHOBJIEHHBIX JIepeKTOB Ha MOJIEKY-
JIIPHOM YPOBHE), HapA/Y C BBILEYHOMAHY TBIMJ FeMaTOIOTMYeCKY-
mu oTkoHeHusMH [10, 13]. Beicokuit yposens IgE u monukioHasb-
Has TMIIepPraMMar/Io0yIMHeMyA ABIATCA THIaHbIMu 11 JI-T9C,
XOTS M He CYXKAIOT IIOUCK 10 3To¥ hopmbl [7].

Juaenocmuxa I'9C B 0O6BIYHBIX YCIOBUSX OCTAETCS 3aTPY/-
HUTENIbHOI U TpebyeT OTIIpaBKy 06Pa3I[0B KPOBY M/ MY KOCTHO-
ro MO3Tra B CIelMa/n3MPOBaHHbIE 1a00paTOPUN A KaueCTBEH-
HoJI onleHkn. Ha mpakTuke Ko>KHble NPOABNIEHNA B OTCYTCTBUE
MIOBPEXTEeHNII Cep/ilia, aCCOLMMPOBAHHbIE C TIOBBIIIEHNEM YPOB-
HA IgE u/mnm MONMKIOHAIBHON THIIepraMMaraoOyImHeMuelt,
IOJDKHBI BbI3BaTh mopospenue o Hannunu JI-TSC [7]. ITo aro-
My JKe NPMHLMIY CIVIEHOMErasayus, HMOpakeHMe Ceppua, 3po-
3UM CTUBUCTHIX 00OJIOYEK, TIOBbILIEHNE YPOBHA BUTaMuHa B,
B I/Ia3Me, aHeMUsA U/ TPOMOOLUTONIEHNsA, a TAKXKe Haaudne
MUETOUIHBIX NPeJIIeCTBEHHUKOB B Hepudepnieckoil KpoBu
tunnyusl s F/P+ I'DC [10]. Ognako HM OAMH U3 9TUX HPU-
3HAKOB He SBIAETCS IOTHOCTHIO CHELMMUUHBIM IS OFHOTO
BapuaHTa 3a60/IeBaHNA, IOITOMY TPeOYIOTCA JaabHelIne U3bI-
CKaHUS A/ 60ee TOYHOTO pacIpefie/ieHst GOMBHBIX O IPYI-
IIaM !’ X JIedeHus. B HacTosAIee BpeMs CTaHZAPTHBIM ABJIAETCA
BBITIO/IHEHNE C/IEAYIOIMX TPeX TeCTOB: IOMCK reHa cnusanus F/P
C UCTIONb30BAHMEM ITOIMMEPA3HON I[eITHON peaklUu C MpuMe-
HeHueM o6partHoit TpaHckpunrtasbl (OT-IIIIP) u/wau Mmeropa
¢bnoopecienTHO rubpuansanuy in situ masa moxkyca CHIC2
(oTcyTCTBME 3TOTO JIOKyCa ABNAETCA CYppPOTaTHBIM MapKepoM
F/P-cnmusaunsa [15]), beHoTunupoBanue MMMQOLUTOB U aHAIN3
IIa6JI0HOB IlepepacHpefieleHns IeHOB T-KJIeTOYHBIX pelenTo-
pos (TKP). Ha camom pene, Hamuuue F/P-cnuanus cpasy Bbije-
JigeT TPYIIy GONbHBIX C OTHAENbHBIM BapMaHTOM 3a0o0IeBaHMNA,
OTIIMYHO pearupyolyx Ha JIedeHue VHIMOUTOPOM TUPO3UH-
KuHa3bl uMaTuHnb6oM. C ApPyroit CTOPOHEI, GEeHOTUINPOBaHIE
MMMQOUNTOB B IOMCKaX (PEHOTUIINYECKY ab6epaHTHBIX Cy6II0-
nynsuuit T-knetok (B ocHoBHOM, CD3-CD4+, CD3+CD4-CD8-

www.OSSN.ru




KAPANONOTUYECKUH

NMPAKTUKYM

Ta6nuua 1. AuddpepeHunanbHblil Anar€os 303uHopunum [29]

Mapa3unTo3bl (CTPOHTMNONA03, ONUCTOPXO3, MUTPALIMOHHAA CTAAMA ackapuao3a, hacuymo-
ne3, TpuxoLedanes, aHKUNOCTOMO3, KNOHOPX03, NaparoHUMO3, UNCTULEPKO3, SXMHOKOKKO3,
LUMCTOCTOMO3, NAM6/IN03, TOKCOKAPO3, GUNApKo3)

PeaKuya runepuyBCTBUTENBHOCTY HEMe/NEHHOTO TUNA, COMPOBOX AAIOLLIAACA BbIPAOOTKO
19G u IgE aHTuTen

bakTepuanbHble v BUpycHble MHGeKLMN (MHGEKLMOHHbI MOHOHYKNEe03, 6one3Hb
KOLUAUbWX LLaPanuH, XNamuaniiHas THEBMOHNA Y AeTeil, MHOEKLUMOHHbII NMMPOLINTO3,
Tybepkynes, ckapnaTiHa, NHeBMOLMCTHAA MHeKLNA)

0TBeT Ha uupkyaupytowmit U1-2 n nunononucaxapug 6aktepuit

Onyxom (paK WUTOBUAHO Xene3bl, KenyaKa, NErkix, Nofeny0uHoi Xene3bl, TONCTol
KILUKI, WEIKM MATKK, AUYHIKOB, CApKoMa XOZXKKuHa, runepHedpoma)

XemoTakcuyeckue (baKTOpr 303I/IHO¢I/IJ'IOB, LUTOKNHBI, BblpaGaTblBaeMble onyxonbio

Annepruyeckve 3aboneBanua (annepruyeckuit puHuT, 6poHxuanbHas actMa, KpanusHuLa,
oTek KBuHKe, 3k3eMa, aTonuyeckmil 1epMaTyT), NekapcTBeHHas anneprus

Peakuusl runepuyBCTBUTENLHOCTM HEME/NIEHHOTO TN, OCYLECTBAAEMAA TyYHbIMM
KneTkamu 1o IgE-3aBuciimomy MexaHu3my

KonnareHo3bl, cructemHble BacKyNUThI (peBMaT3Mm, y3eNK0BbIi NepUapTepUIT, CACTEMHaS!
KpacHas BoNYaHKa, peBMaToNAHbII apTpuT, CUHAPOM [lpeccniepa, capkonpo3, 303uHo-
dunbHblit dacuumt, Churg-Shtrauss)

AHaunakTUyeckan ferpaHynALMA TYUHbIX KNETOK U 303UHOGUNOB

Mpouue (uppo3 neyeHu, rUMoGYHKLIUA HaANOYEYHNKOB, PeaKLA «TPaHCMNaHTaT NpoTUB
X03AUHa», NePBUYHbIE UMMYHOAEPULUTHbIE COCTOARNSA)

un CD4+CD7-) n aHanus mwab/I0HOB Nepepacupese/ieHns reHOB
TKP ¢ ucnonpszosannem Southern Blot n ITIIP-ammnduxannn
BapuabenbHbix pernonoB rema TKP B momckax T-xmeTouHoit
K/IOHQ/IbHOCTY JOCTATOYHO J/IS1 BBISAB/IEHMs MALMEHTOB C IOJ-
nexamumu T-kaeTouHsiMyu 3aboneBaHusAMu. OfHAKO HECMO-
TP Ha IPUBEP)KEHHOCTb BbINIEYKAa3aHHBIM PEKOMEHAALVISIM,
607pIoe 4nMCI0 GOMBHBIX OCTAHETCS HEeKITacCUpUIMPOBAHHBI-
Mu. JIONONMHUTENbHbIE VMCCIENOBaHUA B /Ta0OPAaTOPHBIX YCIIO-
BUSAX MOIYT I[IOMOYb OTINMYUTb MHUETOUAHBIE 3a60/MIeBaHIsL
oT MMQOUIHBIX, B TOM 4YuCie: aHaau3 mpoduieit UTOKNHOB
B T-K/I€TOYHBIX CYONMONMyIALMAX, BKII0YasA 903MHO(PUIIOITH-
yeckue (VJI-3 u TM-KC®) uuTOKMHBI U/ MAM UTOKUHBI 2 TUIIA
(V1-4, V-5, WJI-13) [6, 7], u3MepeHue YpOBHs TPUIITA3BI
B masMe [10] u umMToreHeTMYECKMit aHAMN3 C YIOPOM Ha TUPO-
3uHKMHA3bI [16]. Cunraercsa, yro yposuu MJI-5 B CHIBOpOTKe
U ITa3Me UMEI0T HeOO/IbIIoe 3HaYeH Ve /I KIacCupUKamnm, Tak
KaK aKTVBMPOBaHHbIE 903MHO(DUIBI CIIOCOOHBI IPON3BOAMUTD
U CeKpeTMpOBAaTh AOCTATOYHbIE KOMMYECTBA ITOTO LUTOKIHA
CaMOCTOSITE/IbHO.

Jugpdepenyuanvruiii Ouazros. [Tuarnos F'OC moxeT ObITH pac-
CMOTpEH, €C/HU TIIATeTIbHOE M3ydeHIe OONbHOTrO C IepCUCTHPYIO-
Iejl TUNepao3nuHOQMINell He MO3BONMIO BBLIBUTD IOfIeXallee
3abo/eBaHNme, Befyllee K IOBBILIEHNIO YPOBHS 903MHOMIIOB.
B 6O/mbIIMHCTBE CIyYaeB AMATHOCTUYECKMII aJTOPUTM IIPUBELET
K KOHCTAaTallMy a/jIepriudeckoro 3aboseBaHms WIM I1apasuTo3a
(ta6n. 1). K ocranbpHbIM, 6ojee pefKuM HIpUYMHAM TUIEPIO3U-
HOGUINN OTHOCATCS OHKOMOTMYECKNE 3a00/TeBaHMs, CUCTEMHbIE
BaCKy/IUTbI, OO/NE3HM COENVHUTEIbHON TKaHM, MHQEKIMOHHbIE
3abomeBaHms1, 60/IE3HN KOXI, SH/JOKPUHHBIE 60/Ie3HM, MeTabON-
JecKie 3a60/IeBaHMs.
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Kpome T0ro, Ba)KHO IIOMHUTB, YTO HOSIBJIEHNE TUIEeP303NHODM-
JIVVI MOXKET OBITB CBSI3aHO C IIPYMeHEHNEM CTIeYIOIIVX IPEIapaToB:
AMMHOCA/IUIIWIOBOI KIUCIOTBI, XIOPIPOIAMIUA, SPUTPOMUIINHA,
UMUIIpaMUHa, L-TpunrodaHa, MeToTpeKkcara, HUTpOdypaHTOMHa,
npokap6asuHa, Cynb(aHnIaMuoB, IeHnIHa [17].

Y HeKOTOPBIX GONIBbHBIX C TUIIEPIO3UHODIINETT U He BbIAB/ICH-
HBIMI IIPY TIIATEIbHOM 06 C/IeOBaHNIM IOJIEKAI MY 3a00/IeBaHM -
SIMM VIMEETCsI XapaKTepHast KapTIHa 60JIe3HIL, TPV KOTOPOIT ITOBPEX-
JIeH TOJIbKO OVH OPTaH I/IV TO/IBKO OfHA TKaHb. Cpen JaHHbIX U1-
OIATIYECKNX J03MHOGMNI-ONOCPEOBAHHBIX TKaHb-CHeIN(PUIHBIX
3a00/IeBaHIMII MHOTVMe OBUIM BbIBefeHbl ¥3-IIOF pAmarHosa I'9C
B OTHe/IbHBIE 3a00/TeBaHNs, OTPAKast UX 0COOEHHOCTb PeLUANBIH-
POBaThb TONBKO B M3HAYA/IBHO MOBPEXKICHHOM OPTaHe M OTCYTCTBUE
APYTVX OCTIOKHEHNIT TuIepa03uHo Gy, [Ipumepamu Takux 3a60-
JIeBaHUI1 SIBJIAIOTCS 903MHOGIIBHBII TACTPOIHTEPIT, XPOHMIECKAS
903uHOQMIbHAS THeBMOHMSA (My 60/1e3Hb KappyHITOHA), 503UHO-
dwbnbt daciymt, s03nHobMIbHEN Hemmomut (Wells' cuagpom),
SMU30AMYECKUIT AHTMOHEBPOTUUECKUIT OTeK C 903MHOpuIMe
(mnu 6onesus [nsitxa), a Takxke 60mesHb Kumypsi.

OnHako IOKa HEBO3MOXKHO 3apaHee CKasaTb, Pa3OBBETCS /I
Y BaHHOTO KOHKPETHOTO 00/IbHOTO IIOMOPTAHHOE OpaXKeHUe TP
Ha/IMYMM MOBPEXKMIEHNA OHOTO OpraHa Ha MOMEHT IIPOBEIeHII
orenku. [ToaTomy Takme 3a6omeBanms ObUIN OCTAB/IEHBI B IPYIIIIe
I'SC [18]. Kpome Toro, € pa3BuTueM 3HaHUIL O ITATOTeHe3e, C IOHM-
MaHMeM MeXaHM3MOB Pa3BUTHA 9TUX 3a60/IeBaHMII CYILleCTBYIOLINE
Kmaccu@UKay U3MEHATCS TaK, KaK 9TO IPOM3OIIIO ¢ GOIbHBIMI
C 9IM30ANYECKIM AaHTMOHEBPOTUIECKIM OTEKOM, Y 4aCTHU U3 KOTO-
pbix Ob11a 06HapyxeHa CD3-CD4+ cy6nonyssanys T-muMdornnTos,
ugeHTuYHas1 obHapyxxuBaeMbiM pu JI-I'IC mpu n30mIMpoBaHHOM
903MHODUILHOM fiepMaTnTe (MU 9K3eMe).
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