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WN.U. KHa3bkoBa, o.M.H., kadenpa BHyTpeHHer meauumHbl N2 1 1 knuHnueckon dapmakonormm XapbkoBCKOrO HOUMOHAILHOTO MEAULMHCKOrO YHUBEPCUTETO;

J.

B. LLlanoBasoBA, 30BeayoLLas rOPOACKMM PEBMATONOIMYECKUM O

Jluaznocmuka gepmamomuo3uma

Aepmaromuosut (AM) — Tadkenoe cucteMHoe nporpeccupyiollee 3a6onesBaHne cCOeAUHNUTENbHOM TKOHU, XapaKTepusyloLieecs
aYTOMMMYHHbIM BOCMCQIUTESIbHBIM MOPXKEHNEM MbILLILL, KOXXM U COCYA0B MUKPOLIMPKYJSIITOPHOTO PYCId € MOBPEXAEHNEM
BHYTPEHHMX OPraHOB, KOTOPOE OTHOCST K rpynne MAMONATUYECKMX BOCNANUTENbHbIX MUONATUIA. YCTAOHOBNEHO, 4To y 60%
nauueHToB M fe6loTMpyeT c o4HOBPEMEHHOro BOBJIEYEHUS B NATONOrMYECcKuUiA NpoLecc Mbilll U KoXu, a B 30% cnyyaes
MblILLIEYHAS CNAa6GoCTb NpeaLIEcTBYeT KOXHbIM NposiBieHusm. B cnyuae oTcyTcTBMSI KOXKHOrO CMHAPOMA rOBOPST O MONIMMUO3UTE
(MM). Peaxum BapuaHTom siBnsietcs ammuonarmueckuii M (otmeuaercs y 10-20% 60onbHbixX), npu KOTOPpOM HabnioaatoTes
TUNMWYHbIE NUTOrHOMOHMWYHbIE BbICHINAHUS HO KOXKE U OTCYTCTBYIOT KJIMHMYECKU 3HOUYMMbIE U3SMEHEHMS B MbILLILLAX.

JlaHHbIE CTATUCTUKYU CBUAETEIBCTBYIOT O POC-
Te 3ab6oeBaemoctu JIM Bo Bcem Mmupe. Ilaroso-
TUIO BBISBISIOT BO BCEX BO3PACTHBIX TPYIMAXx.
B CILIA pacyeTHbIi OKa3aTeb 3a00J1eBa¢MOCTU
JIM cocrapigert 5,5 Ha 1 MJTH B3pOcIioro HaceJe-
Hust v 1,9 Ha 1 MutH B ietckoit nonysisiiuu. OTMe-
YeHO JIBa BO3PACTHBIX MKKa 3a001eBaemoctu JIM:
50 net y B3pocabix u 10-15 ner — y geteii (toBe-
HUWIBHBIA nepmaTomMuo3uT — FOIIM). [IM vaie
BCTpevaeTcs y XeHIUH (67%), 4eM y MyXKUKH.
[porHo3 3aboseBanys JTyyliie y I€Teii 1o cpaBHe-
HUIO CO B3pOC/IBIMU TallMeHTaMu. B crapiimx
Bo3pacTHbIX Tpynmax M Moxer accouuupo-
BaThCsl C OMYXOJIEBBIM TpoueccoM. Tak, mpu M
YacToTa ormyxoJieii cocrapisier 15-42,8%.

Knunuka

Benyumm kimmHryeckum rnpusHakom M sB-
JISIETCS TIOpaXeHMe CKEJIETHOM MYCKYJIaTyphl,
TIPOSIBJISIIONIEECS CUMMETPUYHON €1aboCThIO B
MPOKCUMAJIbHBIX TPYIIAaX MBI BEPXHUX U
HUXHUX KOHEYHOCTEH, MBI, YYaCTBYIOLIUX B
crubaHuu 1iev v ap. MoxXeT pa3BUBaThCsl OTEK
MBI, boibHON TpeabsiBisieT XanoObl Ha 3a-
TPYJHEHUSI MPU BCTABAHUM CO CTYJIA, TIOIbeMe
1o cTyneHbkaM. [lanmeHT He MOXeT caMocTos -
TEJbHO OJEThCSI, MPUYECAThCS, TOMHSTHCS C
Hu3Koi nosepxHoctu. [1pu nanpHeiiem mpo-
rpeccupoBaHuM 3a00JieBaHUs HAOJIOAAI0TCS
HapYIIEHHUS TIOXOAKHM U HEOXUIAHHBIE TaICHMS
0e3 00bEKTUBHOI MPUUYKMHBIL. B TO ke BpeMsi MbI-
1IeYHasi CUJjla B IMCTATIbHBIX OT/IENaX KOHEYHOC-
Teil MOYTH BCeraa coxpaHeHa. B cBs3u co cna-
0O0CTbIO MBIIIIL LIEU MALMEHTY TPYIHO AepXaTh
TOJIOBY TPSIMO, TMOCKOJBKY OHA «IafiaeT» Ha
TPY/ib, YTPOM TSIKEJIO MOAHSTH FOJIOBY C Oy~
ku. [TopaxkeHune MexXpeOepHbIX MBILIL U AUad-
parMbl MPUBOAUT K CHYKEHUIO IbIXaTeNbHOMI
AKCKYPCUM, 3KCIUPATOPHOI oapiike. OKoso
30% 6GonbHBIX oT™MeuatoT Muanruu. [Tpu mopa-
KEHUM TOMEPEYHOI0I0CATON MYCKYIaTyphl
IJIOTKU, TOPTAHW M BEPXHEH TPeTH MUIIEBOAA
pasBuBaetcs nucdarus (y TpeTH MaueHToB OT-
MeyaeTcsl MorepXuBaHue Mpu MpremMe TBepIaoi
MUILIY U BbUTMBAHUE XUIKOM MUIIU Yepe3 HOC),
HapyIlIeHNe TIOTAHUS M CUMIITOMBI aCTIMPALUH.
Hucdarus u auchoHusi 0ObIYHO HAOIIOIAKTCS
Tpu OBICTPOTIPOTPECCUPYIOIIEM TeYEHUH 3a00-
JIeBaHUSL U SIBJISIIOTCSl HEOJIArompUsITHBIM TPO-
THOCTUYECKUM TIPU3HAKOM.

MbievHasi ¢1abocTb OT MUHUMAJbHBIX €e
TIPOSIBJIEHUH (YTOMJISIEMOCTb) 10 BBIPAXKEHHOTO
JIBUTATEJILHOTO Je(MUITa pa3BUBAETCS HA TPO-
TSDKEHUU TIeprojia OT HECKOJIBKUX Heemb 10 3-
6 MecsiLieB.

Knuanueckoit ocoberHHocThio IM, ommya-
I0l1Iei 3TO 3a00JIeBaHME OT JAPYIUX BUIOB BOC-
MAMTENbHBIX MUOTIATUMA, SIBJSETCS HalInuue
TUIMMYHOTO TOpaXeHUsI KOXHU. XapaKTepHble
KOXHBIe TiposiBIeHMsI 1ipu JIM:

— BpUTEMaTo3Has (IeJIMOTPOITHAST — «IIBET
TeJIMOTPOIA») ChIMb, JOKAIU3YIOLIASCS Ha JIH-
1le, BEpXHUX BEKAaX M TPOCTPAHCTBE MEXIY
BEPXHUM BEKOM 1 OPOBBIO (CUMIITOM «JIUJIOBBIX
OUYKOB», YaCTO B COYETAHMU C OTEKOM BOKPYT
71a3), CKyJax, KpbUIbSX HOCa, B 001acTh HOCO-
ryOHOU ckiaaku, Ha rpynu u 1ee (V-obpas-
Hasi), BEpXHEH 4acTu CIIMHBI, HaJl JOKTEBBIMU 1
KOJICHHBIMU, TSICTHO-(alaHTOBBIMU U TTPOKCH-
MaJIbHBIMU MeX(alaHTOBBIMM CyCTaBaMM, Ha
BOJIOCHCTOIi YaCTH TOJIOBBI;

— cumnroM [oTTpoHa — cierka MpUIOAHMU-
Maroliyecss Win TIOCKUE 3PUTEMATO3HbIE Ilie-
JylIaniyecss BBICBHITIAHUS, PACTIONOXEHHBIE Ha
KOXE ThUIbHOW TMOBEPXHOCTH CYCTABOB, 4allle
MeX(anaHTOBBIX, TMSICTHO-(aTaHTOBBIX, JIOKTE-
BBIX U KOJIEHHBIX;

— TIOKpacHEHUe, IeaylIeHHe U TPELIMHbI Ha
KOXe JlaJoHel («pyKa MeXaHUKa»);

— TeJICaHTUIKTA3UK B TIEPUOHMXUU TMAJIbLEB
kucteii (mpusHak KeitHuHra);

— KanpumHo3 kKoxu (Calcinosis cutis) — oT-
meyvaercst B 30-70% ciydaes npu FOIM u pexe
mpu JIM y B3pOCTIBIX.

Yacto Ha Koke OOJIbHBIX MOSIBIISIFOTCS U3Me-
HEHMS 110 TUITY BETKH JepeBa (IpeBOBUIHOE JH-
Bel0) OOPIOBO-CHUHIOIIHOTO 1IBETa B 001aCTU

Il 386

TJIEYEBOTO TI0SICA U TIPOKCUMAIBHBIX OTIETIOB
KOHEYHOCTEHA.

Psin aBTOPOB yKa3bIBAIOT, YTO KOXKHBIE CUMIT-
TOMBI MOTYT YCUJIMBAThCS VI TIOSIBIISITBCS TIOC-
ne uHconsuuu. Coolliaercs 0 HATMYUK Y Ta-
LIMEHTOB BBIPAXEHHOTO KOXHOTO 3y[a, 4acTo
ACCOLIMUPYIOLIETOCS C ChINblo. Tak, B Mccaeno-
Banuu T.M. Peloro et al. (2001) ycraHoBzieHO,
YTO KOXHBIN 3y1 Habmonancs y 38% GombHBIX
JIM. CrenyeT OTMETUTb, YTO HATUUKE KOKHOTO
3yma CIocoOcTByeT mubdepeHIInaaIbHON a1ra-
rHocTHKe JIM, MOCKOJIbKY MOpaXeHWs: KOXH,
TaKXe UMEIOIIME MECTO MPU CUCTEMHOI Kpac-
HOIi BOJIYAHKE, PEIKO COMPOBOXAAIOTCS 3TUM
CUMIITOMOM. BakHO MOMUEepKHYTh, YTO CUMII-
TOMATHKa KOXHbIX TIPOSIBICHUI HOCUT 0COOEH-
HO YCTOWYMBBIA Xapakrtep, Aaxe MPU XOPOLIEM
OTBETE Ha JICYeHUE MBILIEYHOTO CHHIPOMA.

IIpu IM Taxke OTMEYAIOT CIEAYIOIINE CUC-
TEMHbIE MPOSIBJICHUSI:

— YTPEHHIOIO CKOBAaHHOCTb;

— TIOBBIILICHHYIO YTOMJISIEMOCTb;

— aHOPEKCHIO;

— JINXOPAJIKY, CBS3aHHYI0 C AHTUCHUHTETA3-
HBIMU QaHTUTENAMH, B YaCTHOCTU aHTU-Jo-1;

— TIOTepIo Beca.

CyCTaBHOI CHHIPOM Pa3BUBAETCS y KAXKIOTO
yeTBepToro nauueHta ¢ AM B BuIe apTpairuu
u/unn aptpura. OCoOEHHOCTBIO YKa3aHHOTO
CUHIpOMA SIBJISIETCSI CUMMETPUYHOE MOpaxe-
HUE MEJTKMX CYCTaBOB 3aIlSICThsi U KUCTH PYK, a
TaKXe KOJIEHHBIX CYCTaBOB (B COUETAHUU C aH-
TUCUHTETA3HBIMU aHTUTENamMu). MmMerotes co-
o011eHus1 o Tskeaoi aedopMupyroleil Heapo-
3MBHOI apTPOIIATUH, OHAKO SPO3UBHBIE U3Me-
HEHUSI BBISIBJISIFOT KPaifHE PEIKO.

Co CTOPOHBI XeNYyI0UYHO-KUIIEYHOTO TPAKTa
BO3MOXXHO Hajuuue aucharuu (3aTpyaiHEeHHOTO
IJI0TaHus), onuHoMarun (601e3HEHHOTO IJ10Ta-
HUS1), Ha3aJbHOW pEryprutaivu XUIKOCTH,
pedioke-a30daruta, B3ayTHs XKUBOTA, 3aM0pa.

TTopaxkeHust abIxaTebHON CUCTEMblI HAOJIIO-
natotrest B 15-65% cnyyae IM u BecbMa pa3Ho-
00pasHsbl (Tab. 1).

[Ipu IM maTonoruio cepaeyHo-COCYINUCTOM
CUCTEMBI PETUCTPUPYIOT C PA3JTUYHON YACTOTOM.
OmnumcaHo mopaxeHue cepaua npu M, mposs-
JISIOIEECs] CUMITOMaMKM MMOKapAnTa, 3HI0-
KapauTa u nepukapaurta. KapauanbHas naroso-
rust ipu M MoXeT ObITh MPUUMHON cMepTH
win GOpPMUPOBAHUS CEPIEYHON HEI0CTaToyY-
HocTu. [Ipu aTOM 32607€BaHNN UHOTA OTMEYa-
I0TCSl U3MEHEHMs Ha 3JeKTpokapauorpabui,
nof00HbIe TAKOBBIM MPU MH(APKTE MUOKAp/a.
OnHako mpu aHruorpaduyeckoM KccienoBa-
HUM B 3TUX CIy4asX KOPOHAPHYI OKKIIO3UIO
00BIYHO He BBISBIAIOT. OCHOBHBIMU MPUYMHA-
MM TaKMX M3MEHEHWiIl Ha3bIBAOT TOpaXeHUe
MEJIKUX COCY/IOB U KOPOHAPMT.

OmnucaHbl MHOTOUYKCIIEHHBIE CITyJau coveTa-
Hust JIM ¢ cucteMHbIMU 3a0071€BAHUSIMU COETH -
HUTEJIbHOIM TKaHW M OmyXossiMu. Pa3BuTue na-
paneormactideckoro IM (B ~60% ciydaes)
MOXET TpE/IIecTBoBaTh (Ha HECKOJIbKO Mecsi-
LIeB M 1axe JieT — 1-3 rona) nosiBaeHu0 KIMHU-
YECKUX MPU3HAKOB OHKOJIOTMYECKOTo Mpoliec-
ca. MHorma 31mokauecTBeHHOE HOBOOOpA3oBa-
HUEe OOHApyXMBaeTCs TOJbKO Ha ayTOICHMU.
BosmoxHo BozHMKHOBeHME cuMnToMOB 1M Ha
(hoHe KTMHMYECKU MaHU(ECTHOI OMyXO0JIH, YTO
paccMaTpuBalOT KakK MPOTHOCTUYECKM Hebua-
TOMPUSITHBIN MPU3HAK, TaK KaK AaHHBIN GakTop
YCKOPSIET TIPOTpecCcUpoBaHe OCHOBHOTO 3a00-
JIEBaHUSI U HEPEJIKO CIYKUT HEMOCPEICTBEHHOM
MPUYMHON CMepTH manueHToB. [lapaHeoriac-
Ttuyeckuit JIM 0ObIYHO HAYMHAETCSI OCTPO WU
MOJI0CTPO, TPOTEKAET OCOOEHHO TSIXKENIO U
MPOTPECCUPYET, HECMOTPSI HA JIeYeHHUE TIIIOKO-
KopTukouaamu. [lpu 3TOM TOBBILIEHHE CKO-
poctu ocegaHusi 3putpouToB (COD) MoxeT
orcyrctBoBath. CormacHo L. Dourmisher IM
KaK TMapaHeoruiaCTUYECKUii CUHIPOM Yy KEH-
LIMH COYETAeTCs C OMyXOJSIMU B MAaJIOM Tasy
WY TPYIHBIX Keje3ax, a Y My>KUMH — B JIETKHX.
[To nanubM Y. Chen u coaBT. hakTopamu pucka
rapaHeoracTUYeCcKoro cuHapoMa B Buae M
SIBJISIIOTCSL BO3pacT crapiie 45 1et, MYXCKOi
MoJI, HaJIWYue TIEPBUYHOTO MIMOMATHYECKOTO

Ta6nuua 1. Mopaxenus abixarenbHoi cucrembl npu MM/AM

CuHApOMBI

MbiLeyHbI CUMHAPOM
PaznuuHoli crenenn
BbIPCDKEHHOCTH BCTpeyaeTcs
y 60nbLUMHCTBA NALMEHTOB

KnuHuKo-MHCTPYMEHTUNbHAS XAPAKTEPUCTUKA

MopaxxeHne mexpe6epHbIX BCOMOTATENbHBIX MbILLILL, BbICOKOE CTOSHUE
Auadpparmbl NPUBOAST K PE3KOMY YMEHbLLEHMIO SKCKYPCUM TPYAHOIA
KNETKN U U3MEHEHUIO GYHKLMM BHELLHETO AbIXAHUS MO PECTPUKTUBHOMY
tmny B 40% cnyyaes

CoueTaHHOE NOPXEHHUE MBILLIL, FIOTKU M BEPXHEN TPETH NULLLEBOAA
BbI3bIBAET ACMIMPALMIO NULLM 1 CIOHBI € NOC/EAYIOWUM PA3BUTHEM

MHeBmoHus

Haun6onee uacras popma
NEero4yHoro NopaXxeHus,
BcTpeyaertcs B 29-54% cnyyaes

acnMpALMOHHON NHEBMOHMM. TaK)Ke 3HAYUTENbHYIO STMONIOTMYECKYIO POsib
B BO3HUKHOBEHUM MHEBMOHMM MTPAIOT MHPEKLMOHHBIE BO36YAUTENH,
Kotopble BbisBnsioT y 30% 6onbHbix MM/AM

Puck passuTUS NHEBMOHMI U TPYAHOCTM NPU MX IEYEHNUH BO3PUCTAIOT

B CBSI3M C BbIPAXKEHHbIM MMMYHOAeduumuTom nauventos ¢ MM/AMN,

006YCNOBNIEHHbIM ANIUTENbHBIM MPUEMOM BbICOKMX [103 IMIOKOKOPTUKON0B
¥ MIMMYHOCYNPECCUBHO Tepanuu

TMNOBEHTUNALMOHHDIA CUHAPOM
BuipaxxeHHas pecnuparopHas
HE0CTATOMHOCTb PU3BMBAETCS
B 7-8% cnyyaes

runoneurumum - AOnOnHMTeﬂbelﬁ PUCK Pa3BUTUS MHEBMOHUN

3apy6exHbie ABTOPbI HA3bIBAIOT MHTEPCTULMANbLHOI 60N1E3HBIO NIErKNX

(MBN)

CDA npu MM/AM KnnHUYECKM CXOAEH C MAMONATUYECKUM
$ubpo3MpyIOLMM ONbBEONTUTOM

Targoff L.N. u coaer. bigenunu 1pu ¢popmbr CDA:

1. MopaxeHune nerkux nporeKkaer no Tuny GicTponporpeccupyioLiero
CODA (cunppom Xammana-Puya)

Knunuyecku: ocrpbiii HeNPOAYKTUBHbIN KALLENb, OAbILIKA B NOKOE,

Cunapom ¢pubposupyioLlero
anbeeonuta (CDA)

Haunb6onee taxxenoe nopaxeHue
nerkux npu MM/IM Bctpeyaertcs
c yacrotoii ot 10 ao 69% cnyuaes

nuxopaaka. Ha peHTreHorpammax — MHOXeCTBEHHblE MeNIKOO4aroBble
3aTeMHEeHUs U ceTyaras aepopmanus nerowHoro pucyHka. Takoe TeyeHue
CPABHUTENBHO GbICTPO NPUBOAMT K NeTanbHOMY Mcxoay. CumnTomb
MBbILLEYHOTO NOPKEHHUS MOTYT OTXOANTL HA BTOPOW NAH

2. PaseuBaeTcs meaneHHee, Ae6ioTMpyeT oAbILLIKON Npy GU3NYEcKoi
Harpyske, B pafie Cy4deB — HENPOARYKTUBHLIM Kawwnem. Moxer

HA6nIoAATbCS TUXMNHO3, AYCKYNbTATUBHO — KPENUTALMS B HIDKHUX
orpaenax nerkux. Pefko — passuTie NeroyHoro cepaLd M CUMNTom
«6apabaHHbIX nanoyek». Knunnueckue nposenerus UBJ1 moryr
NpeALIecTBOBATL MbILIEYHOMY MOPCKEHMNIO, BOSHUKATb O{HOBPEMEHHO

€ HUM MM PU3BUBATBCS HA POHE MMEIOLLETocs THKENOro MMO3NTA

3. UsmeHeHHS BbISBNSIOTCS TONLKO NMPHU PEHTTEHONOTMYECKOM

1 GyHKUMOHANBbHOM MCCE0BAHMM JIETKMX Y NALMEHTOB 6e3 BbIPKEHHO
KITMHNYECKOW JIETOYHON CUMNTOMATUKM

ToenexmeM ropoackoi 6onbHuusl N2 28 r. Xapskoea

JIM, BBICOKMIT ypOBeHb KpeaTHH(M)OCHOKIMHA3ZHI
(KOK). PagukanbHoe ynaaeHUe 3710Ka4eCTBEeH-
HOIi OIYXOJIM TIPUBOJUT K PErpecCcuu WM MoJi-
HOMY HMCYE3HOBEHHWIO CHMMIITOMOB TapaHeo-
ractudeckoro 1M, B ToM uuciie BOSHUKIIETO
3aJ10JITO JI0 MOSIBICHMSI IPU3HAKOB HEOTLIACTH -
YecKoro npoiiecca. B ciyuae pazButusi metacra-
30B WJIY NIPY PELIUANBE OMYX0IU cuMIToMbl IM
PELUINBUPYIOT UM YCUJTMBAKOTCS.

Broimenstor IM, MHAYLIMPOBAHHBIM IPUEMOM
psija mpenapatoB. B OoJbIIMHCTBE CiiyyaeB
atuojorus JIM ocraercs Hems3BecTHOM. B To Xxe
BpeMsl Y HE3HAYMTEJIbHOTO YHUC/Ia TalMeHTOB
KOXHBIE TPOSIBIEHUSI MOTYT OBITh CBSI3aHBI C
MPUMEHEHUEM JIEKApPCTBEHHBIX CPENCTB, CpeIu
KOTOPBIX TMAPOKCHMOYEBMHA, XWHUIWH, HECTe-
POUMIHBIE MPOTUBOBOCIATUTEIbHBIE Tpernapa-
Tbl, D-TIeHUIMITaMUH, M30HWA3UA U WHTHUOM-
TOPbI 3-TMAPOKCHU-3-METUIITITYTApUII-KOIH3UM
A-penykTa3bl (CTaTUHBI), aHTAaTOHUCTHI (DaKTO-
pa Hekposza oryxosu u ap. OTMeueHo, UTo CH-
JIMKOHOBBIE TPYIHBIE UMILIAHTAThI MM MHDBEK-
LIUU KOJUIareHa MOTYT MHUIIMMPOBATH U YCYTYO-
AT TeueHue M.

Nuaznocmuka JAM

Huarnoctuyeckue kputepuu JAM u [IM ObI-
1 pazpabortansl A. Bohan u J.B. Peter 8 1975 1.
U B MIOC/IENYIONIEM NOMOoIHeHbl Tanimoto u co-
aBr. (1995).

AnarHoctnueckue kpurepun AM/NM

KoxHbie KpuTepun

[ennotponHas cwinb (KpacHo-(uoseToBas
OTEYHas 3pUTeMa Ha BEPXHUX BeKax)

CumnroM [oTTpoHa (KpacHO-(huroIeToBas Ke-
patrueckasi arpoduyeckasi puteMa Hal pasru-
0aTeIbHBIMU ITOBEPXHOCTSIMU CYCTaBOB MAJTbIIEB)

Dputema pa3rubarTesbHOI MOBEPXHOCTH CYC-
TaBOB (MPUMOIHSATAS KpaCHO-(DHONETOBAsT IPU-
TeMa HaJ JIOKTSIMU 1 KOJIEHSIMU )

Kpurepuu I[TM

[MpokcumaibHasi MblllieyHasi C1aboCThb (BepX-
HUX WM HIDKHUX KOHEYHOCTEH 1 TYJIOBUIIA)

[NoBeiieHne ypoBHsI chiBOpoTouYHO KDOK
WU aJTbA0J1a3bl

MblimevHast 6071b (aTbnaTopHasi UM CIIOH-
TaHHast)

MuoreHHbIe U3MEHEHUST Ha 3JIEKTPOMHUOTpa-
bun — OMI (kopoTKasi MPOIOIKUTENLHOCTD,
nosudasHble MOTEHIMAIbl MOTOPHBIX €IANHUII
CO CITOHTAaHHBIMU (GUOPWLTALIMOHHBIMU TIOTEH-
LyajgaMu)

[MonoxurenbHbie aHTH-JO-1
TPHK-cuHTeTasa) antutena

HenectpyKTuBHBIN apTpUT UM apTPaITUH

CucTeMHbIe BOCTIAJUTENbHbIE MPU3HAKU
(muxopanka >37°C B MOAMBILICUHOM 001aCTH,
yBeJauyeHue ypoBHS C-peakTMBHOTO Oejika B
chiBopoTke Kposu i COD Gonee 20 Mmm/4)

Mopdosornueckoe TMOATBEPXKACHUE Mbl-
IIEYHOTO BOCMaJeHUs (BOCTIATUTEIbHAS WH-
(usbTpalvs CKeNeTHBIX MBIIIILL C IeTeHepalneit
WM HEKPO30M, aKTUBHBINM (haromuros, akTUB-
Hasl pereHeparmsi)

Jlnst mocTaHoBKM auarHosa M Heob6xommumo
coueTaHue KaK MUHMMYM OJTHOTO M3 KOXHBIX
KpUTepHUeB C YeThipbMs Kputepusmu [1IM
(uyBcTBUTETBHOCTL 98,9%, CrelUGUIHOCTD
95,2%).

JlononuTe/bHble MccaenoBanus. [lepeyeHb
MepBOHAYANIbHBIX MCCIETOBAHUI 3aBUCUT OT
HaJIMYKsl y TAlMeHTOB KOXHBIX MPOSIBICHUIA,
MBIIIEYHBIX CUMITOMOB WM MX COYETAHUSI.
Y GoNbHBIX C KIMHUYECKUMHU TIpU3HAKAMU
amuoTpodudeckoro 1M (kiaccnyecKuMu KOx-
HBIMU TIPOSIBICHUSIMU) HEOOXOAMMO MPOBECTU
psiIl MCCIeNOBaHUM, MO3BOSIOUIMX UCKITIOUUTh
JNOKJIMHUYEeCcKoe rmopaxeHue wmbiii. C 9Toit
1eJbl0 MOKAa3aHO OfpeJeseHue COoaepXKaHus
K®K B cbIBOpOTKE KpOBH, BbIITOJHEHHE DMI,
OMOTICMM MBIIII] ¥ MAaTHUTHO-PE30HAHCHOM TO-
morpaduu (MPT). [TanueHTOB ¢ Ki1acCuYecKuM
i amuoTtpodudeckum [IM ciemyer Tiiatennb-
HO 00cjenoBaTh ISl UCKIIOYEHUS] OHKOJIOTH-
YyecKux 3a00J€BaHUM W JIPYroil MaToyoruu,
B yactHoct UBJI.

PexomeHmyercs mpoBeneHue CleayOIIX Uc-
CJIEIOBaHUI:

* Jlna nmoarsepxxneHus auartosa JIM:

— onpenenenne KOK u anbnonasbl B ChIBO-
POTKE KPOBH;

— uronpyatasg OMI;

— OVOTICHS MBIIIIL;

(ructuaui-
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— OUOIICHS KOXU;

— ompezeneHue aHTUHYKIeapHbIX (ANA) u
MUO3UTCHIEU(BUYECKUX aHTUTET,

— MPT wmbi.

* CKPMHUHT TaTOJIOTMU OPTAHOB M CHUCTEM
nipu JIM u onpenesneHue mporHosa npejrnoara-
10T TIPOBE/ICHUE:

— 3JIeKTpoKapanorpaduu;

— sXoKapauorpauu;

— peHTreHorpaduu rpyaHoii KIeTKH;

— KOMIIBIOTEPHOI TOMOTpauK BBICOKOTO
paspelieHust IPyAHON KIETKH;

— OLEHKM IJIOTAHMSI C IPUMEHEHUEM BUIEO-
PEHTTeHOCKOTIMM C KOHTPAacTHpOBaHUEM Oa-
puem.

* J1ns1 BBISIBACHUS 3710KAYECTBEHHBIX OIMYXO-
Jieit peKOMEHIYIOTCSI:

— KJIMHUYECKUI aHau3 KPOBM, OIpenese-
Hue (heppuUTHHA B CHIBOPOTKE KPOBH, CKPUHUHT
OMOXMMMYECKUX TIOKa3aTesIel KPOBH;

— KJIMHUYECKUI aHATI3 MOYH;

— aHaJIU3 Kajla Ha CKPBITYIO KPOBb;

— XEHIIMHAM — MaMMorpadusi 1 YJIbTpa3By-
koBoe mccrnenoBanue (Y3W) opraHoB maioro
Tasa;

— Yy MyXYMH — OIpelesieHrue MpocTaTuyec-
KOTO CIeln()UIECcKOro aHTUTeHa;

— KOMIIblOTepHass ToMorpadus TpyaHOM
KJIETKH, OPIOIIHOM MOJIOCTH U OPraHOB MaJloro
Tasa;

— Ipyrve MccienoBaHus (B YaCTHOCTH 330-
(baroractpomyoneHOCKOMNS) NIPU HATUYUU CO-
OTBETCTBYIOIICH CUMITTOMATUKH.

NlaGopamopHbie Mecmbl

BblisiBlieHHE MOBBILIEHHOTO COMEPXAHUSI Mbl-
1IEYHBIX (DEPMEHTOB B CHIBOPOTKE KPOBH (B YacT-
Hoctu KOK, anbronasbl, JaKTaTaeruaporeHasbl)
crocoOCTBYeT nuarHocTrke JIM, mpudem yBesm-
yeHue ypoBHsd KDK MoxeT ObITh 3HAUMTEIBHO
BBIpaXkeHHBIM (10 50 pa3 Mo cpaBHEHHUIO C HOP-
MaJIbHbIMU 3HaUeHUsIMU). B TO ke Bpemsi coziep-
xkanne KMOK B cbIBOPOTKE KPOBM MOXET ObITh
HE3HAUUTEIbHO TMOBBIIIEHHBIM WJIM JaXe HOp-
MasbHbIM. Kak mpaBuio, ypoBHM acmapTar- 1
aJlaHMHAMUHOTpachepasbl TAKXKe BO3PACTAIOT.

JlomoHUTeNbHYI0 MH(GOPMALIUIO MOXKHO TIO-
JIyYUTh MPU ONPENEIeHUN ayTOaHTUTeN (TadJ1. 2).

Muosutcnenyduyeckrie aHTUTENIA UMEIOT BbI-
COKYI0 CIelU(GUIHOCTb, HO HU3KYI UyBCTBU-
TEJIbHOCTb B OTHOIIEHUY AUATHOCTUKH 1 TTPOTHO-
supoBanust Teuenust [IM/IIM. Yacrora oOHapy-
xeHust antuten K Jo-1 ipu [IM/IM cocraBnsieT
11-20%, npyrum amuHoaumicuHrerasam T-PHK
— 1-3%, SRP — 4%, Mi-2 — 4-14%. Tectuposa-
Hue aHTUTeN K Jo-1 Mosie3Ho Juisl AMarHOCTUKK
[IM/IM ¢ HammumeM aHTUCUHTETa3HOTO CUHII-
poMa, KOTODBIN XapaKTEpU3YeTCsl OCTPbIM Ha-
4yajaoM MMO3MTa, MHTEPCTULIMAIbHBIM MOpa-
SKEHUEM JIETKUX, JIMXOPAAKOi, apTputoMm, ce-
HOoMeHOM PeiiHO M M3MeHeHHneM KOXW KHUCTEeH
1Mo TUIY «pyKa MexaHuKa». AHtuTena K SRP

obHapyxuBatoTcst Tojbko rpu [1M, accouuupy-
OILIEMCST C OCTPBIM HavyajJIoM 3a00JeBaHUS, TS-
KEJIBIM TeUCHUEM MUO3UTA, KapAnOMUONaThei
Y TUIOXMM OTBETOM Ha TeParuio TIIOKOKOPTUKO-
unamu. Omnpenenenue antuten Kk Mi-2 1eneco-
00pa3HoO MPOBOAUTD AJISI TUATHOCTUKM KJIACCH-
YecKOoro crepouauyBcTButenbHoro M c 6na-
TOTIPUSATHBIM TTPOTHO30M W HM3KOW 4YacTOTOM
Pa3BUTHS OIYXOJIEBOTO MMO3UTA. AHTUTENA K
PM-Scl acconumpyiorcst ¢ CyOTHIIOM APYTUX 3a-
0oJieBaHUIA COEIMHUTEIIBHOM TKaHU, BKJTHOYAI0-
UM TPU3HAKKA CUCTEMHOW CKIEpOJIEpMUM,
[IM u nopaxenuie mouek. AnTutesna Kk KJ BbisiB-
JISIIOT TIpU Muo3ute, heHoMeHe PeitHo u nHTe-
PCTULIMATBHOM TTIOPaKEHUU JIETKUX.

Cpenu Opyrux McCieqoBaHUN B MAarHOCTH-
YecKOM KOMILIeKce 00C/IeIoBaHUsl MallieHTa ¢
mono3penreM Ha JIM cnenyer otmetuts OMI,
KOTOpasl MO3BOJISIET BbIIBUTH MUO3UT B 70-90%
cirygaeB. C momomibio DMIT oOHapyXuBaioT
CHIKEHUE aMIUTUTYIIBl M YMEHbIIEHUE TIPOIOJI-
KUTEJTBHOCTH OMOTIOTEHIIMATOB TMOPaKEHHBIX
MBI, TONU(ha3HOCTh, MHOTIA — CIIOHTAHHYIO
AKTMBHOCTb MO TUIY (GUOPWILIALINM, TICEBIO-
MUOTOHMYECKUE HapyIeHus 1 ap. B To xe Bpe-
Ms faHHble OMI He SBJSIOTCS CTPOTO Crelu-
(uuHbMU 17151 JIM, MOTYT U3MEHSIThCS B Teue-
Hue 3a001eBaHMS U CaMU TI0 ceOe He TTO3BOJISIIOT
nubdepeHIUpoBaTh 3TO 3a001eBaHNe OT psijia
NPYTMX MUOMATHiA, HO B COYETAHUU C KIMHU-
YeCKUMM JJAHHBIMU U PE3YJIbTaTaMU JIPYTUX UC-
CNIEIOBAHUI MIMPOKO MCTONB3YIOTCS IS Ana-
rHoctuku M. TpennodyrutenbHO poBeAeHUE
uronpyaroit ODMI. [lomuepkuBaeTcsl 3HaUeHUE
OT/IEIbHBIX TIPU3HAKOB KaK JUIS TOATBEPXKACHUS
COOCTBEHHO TOpPAXEHUS MBIIIL, TaK W IS
YTOUHEHUSI ero xapaktepa. Tak, mojudasHoCTb
MOTEHIIMATIOB HAPSITY C IPYTUMU MUOTEHHBIMUI
MpU3HAKAMU SIBJISIETCS apTyMEHTOM B TIOJIb3Y
MUO3UTHOTO Tpoliecca; Mpu 3TOM B KOJNYECT-
BEHHOM OTHOILEHUU Ouba3Hble KOMIUIEKCH
MpeodanaoT Haj TpeXhasHbIMU.

Buoncus mpimm. Hanbonee BaxkHoii ructosno-
I'MYeCcKOi HaXoaKoM B e0roTe 3a001eBaHuUS SIB-
JISIIOTCST BBIPAXEHHBIE M3MEHEHMsI BOCTIAIU-
TEJbHOTO XapakTepa ¢ OTEKOM MbILIEYHOI TKa-
HU. C MOMOIIbI0 2JAEKTPOHHOI MUKPOCKOMUN
BBISIBJISIIOT TUITUYHBIE M3MEHEHUSI MBILICUHBIX
BOJIOKOH C Pa3pbIBOM CapKOJIEMMbI, HAPYILICHU-
€M CTPYKTYpPbI, MOpPSIAKA PACTIONOXEHUs MUO-
ubpwn, 1u3uc, MHOTAA TOTATbHBIN HEKPO3 C
uHbUIBTpanueii parounTamMmu 1 npoardepanm-
eit pochonunuaHbix MeMOpaH B cpepomMeMOpa-
HO3HBIX TeJIbLAX, IPU3HAKU PEreHepaly U HO-
BooOpa3oBaHusi Muodubpuia. B mocnemyro-
1IeM, OCOOEHHO B Cy4asiX PEe3UCTEHTHOCTH K
Tepanuu, OOHapyXUBAIOTCS JereHepaTUBHbIC
M3MEHEHMSI C KMPOBBIM 3aMEILEHUEM MbIILIeY-
Hoii TKaHu. [Ipu 3aTsskHOM TeueHuu 3abos1eBa-
HuUsl HabmomaeTcss arpodust MBIl HO Takue
U3MEHEHUs SIBISIOTCS HecneluuuHbiMu. Pe-
K€ B MBIIIIIAX OTpPe/eIsieTCs KalbIIMHO3.

Ta6nuua 2. Muosutcneuuduueckme QHTUTENT U UX AUATHOCTMYECKAS YYBCTBUTENBHOCTD

AytoaHTtuTena AyToQHTHUrEHBI Knunnueckuii peHotun

AHTHCHHTETA3HbIE BHyTtpuumronnasmarnyeckuii cunres| ACC:

aHTuTena: 6enka Muozur

AnTtn-Jo-1 Tncrupun-1PHK-cunterasa MopaxxeHne KOXK NapoHen: «pyka

AnTH-PL-7 Tpeonun-1PHK-cunteTasa MeXaHNKa»

AnTN-PL-12 Anannn-1PHK-cunterasa Manynbi FoTTpoHa

Antn-EJ Fnnuun-TPHK-cunTeTaza CMMMETpPUYHBIH HE3IPO3UBHDIN APTPUT

Ant-0J Wsoneiumn-1PHK-cunterasa Jluxopapka

Autu-KS Acnaparusun-TPHK-cunteTasa B knuHM4ecKoii KApTUHE MOXET

Antn-Ha Tuposun-TPHK-cunretaza pomunupoars UBJ1

Antn-Zo ®enunanaunn-tPHK-cuHreTasa

AHTN-SRP SRP - BHyTpuumTonnasmaruyeckas | OcTpoe HAYANO HEKPOTU3NPYIOLLEA MUONATUN
TpaHcnsuus 6enka (Komnnekc us (BbIpaXkeHHas cnabocTb, BLICOKMIT YPOBEHD
6 nonunenTMgoB N K®K)
pu6oHykneonpoteupa 7SLRNA)

AunTi-Mi-2 TpaHcKpUNuMs XenmKasbl M y B3pocnbix u FOAM: (TUNU4HbIE KOXHbIE

(komnoHenTbl komnnekca NuRD)

Autn-p155/140
TIF1-y(p155) + kneTounas
anddepeHuuaums

AnTn-p140
mera6onuam PHK

AnTn-SAE SAE — nocTTpaHcnsumMoHHas

DakTop-nocpesHNK TPAHCKPUNLUM

NXP-2 - apepHo# TpaHckpunuum +

W3MEHEHUS: «AEKONbTE, KLIAbY, JPUTEMA
FoTTpoHa; nerkas creneHb MMONATUM;
XOPOLLMIi OTBET HA FIOKOKOPTUKONADI)

MAO y B3pocnbix ¢ AM; TMRNYHbIE KOXHbIE
nsmeHenms AM y B3pocnbix u OAM

IOAM ¢ KanbuuHO30M

AM y B3pocnbix; MoXeT HauuHaTbes ¢ AM

moaudukaums (Bkntouas GakTopbl

TPAHCKpUALMK)
Antn-CADM-140

NPy BUPYCHBIX MHEKLUAX

BryTpuumronnasmarnyeckas MDAS
~ NPUCYLLa UMMYHHOMY OTBETY

AJM: 6bicTpo nporpeccupytowias
MHTEpCTMLMaNbHAS MHEBMOHMS

Cokpauwenms: AIM — ammonarnyeckuit [IM; ACC - antcunTetasmbin cuiapom; MAO — MMO3MT, ACCOLMMPOBAHHBIN € OMYXONSMM;
HI - et gankbix; PHK — pubonyknenHosas kucnota; MDAS - rew 5, accounnpoBaHHbii ¢ auddepeHLmpoBKoi MenaHoMsl;

NuRD - peauetnmposatue ructoHos u pemoaenvposanue Hykneocom; NXP-2 — 6enok spepHoro matpukca NXP-2;

RNP - puboHykneonpotenn; SAE — ybuksutun-aktueupyrowmit depment; SRP — yactuusi curHansHoro pacnosHaeanms; TIF1-y
(transcriptional intermediary factor 1-gamma) - gakrop 1-y nocpeaHmk TpaHckpunLMM

3n0poBs” YKpaiHt

MDKAUCLUMNNIHAPHI NMPOBJIEMU « ACNEKTU AIArHOCTUKN Il

TakuM o00pa3oM, TrUCTOMOP(POJOTUYECKOE
uccienoBaHue OMOMTATOB MBI MOXHO pac-
CMAaTpUBaTh B KaUeCTBE JOMOJHUTEIHLHOTO Me-
TOJIa IMaTHOCTUKH, TIOATBEPXKIAIOIIETO IMarHo3
UAMOMATUYECKUX BOCTAIUTEbHBIX MUOTATUM,
OIHAKO OTCYTCTBME BOCTAJIUTENbHBIX U3MEHE-
HUW B MBbIIILAX HE MPOTUBOPEUUT HATUYMIO
YKa3aHHOTO Tpoliecca B CBSI3U C 0YaroBbIM Xa-
paKkTepoM U HEPaBHOMEPHOCTBIO pacrpenese-
HUSI TIATOJIOTMYECKUX M3MEHEHW B Tpeenax
OJIHOW MBILILIBI.

JIst MMO3UTa XapaKTepeH OTeK MOPaKEHHBIX
mbil. C nomoubio Y3U onpenensitoT MoBbi-
[IEHUE SXOTEHHOCTH MBI U U3MEHEHUS HOP-
MaJIbHOW apXUTEKTOHUKM WX (pacuuil U Mex-
MBIIIEYHBIX Teperopofiok. Kpome Toro, sror
METOJI TIO3BOJISIET BBISIBUTH MOJKOXHBIE Kallb-
LUHATHI.

B nocnennue roasl B iuarHoctuke AM 3apy-
OeXHbIe MCCIeoBaTeIM HAayalu UCTIONb30BaTh
MPT. C nomotpio JaHHOTO MeTO/Ia BO3MOXHA
paHHsist iuarHoctrka JIM 3a cuet oOHapykeHust
0TeKa MbILIEYHO! TKAHU JI0 MOSIBIEHUS KIUHU-
YecKMX MPU3HAKOB €€ TOpakeHHs, KOria oye-
BUJTHO TOBPEXJIEHUE KOXHBIX TOKPOBOB 0e€3
BOBJICYEHHS MBIIIIL (pHC.). TakKe OTeK MbIIIey-
HOi TKaHU SIBJISIETCS] UHAMKATOPOM aKTUBHOCTU
3aboneBanus. Kpome toro, MPT mosBossier He
TOJIbKO OLEHUTh CTPYKTYPHBIE U3MEHEHUSI MSIT-
KMX TKaHeil KOHEYHOCTel, HO ¥ OTJIMYUTh aK-
TUBHBII BOCIAJIUTENIBHBIIA MPOLECC B MBILILAX
OT MBIIIEYHOH aTpouu ¢ XUPOBBIM 3aMellle-
HUEeM. DTO CMOCOOCTBYeT KakK MPaBUIbHOCTU
MTOCTAHOBKY I1arHo3a (B ae0IoTe 60JIe3HN!), TaK
U YTOUHEHUIO CTaiuu 3a00JeBaHuUs I BEIOOpa
NajbHeliei TakTuku JeueHusi. Hekotopble aB-
Topbl cuutator MPT-uccnenosanue 6osee Tou-
HBIM, YeM ompenesieHne ypoBHs: KDK B cbiBo-
POTKe KpPOBHU, B TO BpeMsl Kak Y3U 1 KoMIibio-
TepHass ToMmorpadusi 3HAYUTEIbHO MEHee
YyBCTBUTEJbHBI MPU BBISIBICHUU MPU3HAKOB
oTeka Mblil. bomee Toro, Gmaromaps MPT
MOXHO BbIOpaTh 0ojiee TOUHYIO JOKAIU3alUIo
IUISL IMarHOCTUYECKOM OMOTICUU IO CPABHEHUIO
¢ OMI, u 310 MO3BOISIET U30€XKATh B3SITUS AJIST
OMOINCUM yYaCTKOB HEMOPaXEHHBIX MBIIIIL,
MOCKOJIbKY MBILIEYHOE BOCTAIEeHUe TIPU UAUO-
MaTUYECKUX BOCTIATUTEbHBIX MUOTIATUSIX UME-
€T MATHUCTBIN xapakTep. BaxHo momyepkHYTbH
BO3MOHOCTb MIOBTOPEHUSI UCCIIEIOBAHNUS B I~
HaMUKe JIeUeHUsI.

Puc. MPT 6eapa nayuenta ¢ AM.
B pexume T1-B3BeweHHble M306paxeHms: spkas Xuposas
TKQHb C MbllLamy TemHoro ugeta. B STIR-pexwme spoposbie
MbILLLII TEMHOTO LIBETA, O Y4QCTKM BOCMGNEHHBIX MbILUL, —
spkue. [IIMHHOS CTPenKa yKa3bIBAET HA BOCMIANEHHE NpaBoi
NpAMOW MblluLbl GeAPa; KOPOTKAS CTPENKA HAMPABAEHA HA
Buuenc npasoro 6eapa: Spkui 0BOAOK BOKPYT 3TOH MbILLLIbI
COOTBETCTBYET GACLUANLHOMY BOCMANEHMIO C HEU3MEHEHHON
MbiweyHoM cTpyktypoi (Mammen A L, 2010)

Knunuyeckuii cnyyaii

BonbHas T., 46 neT, mocTynuia B peBMartoJio-
TUUYECKOe OT/IE/ICHUE TOpOICKOi GosbHULIBI No 28
I. XappkoBa B stHBape 2013 roma ¢ xamobamMu Ha
601 M €naboCTh B MPOKCUMATBHBIX MBIILIIAX
BEPXHMX U HMXHUX KOHEYHOCTEi, OrpaHUYeHUE
NBIXKEHWI, 3aTpyIHEHUE CaMOOOCTyXUBaHUS,
OJIBIIIKY TIPY HE3HAYMTESbHOH (hU3nuecKoi Ha-
rpy3Ke, 00110 c1aboCTb.

W3 anamHe3a u3BecTHoO, 4TO 3a007€Ma B CEH-
Ts10pe 2012 rona, Koraa MosiIBUINCH 00U B CycC-
TaBax, 3aTe€M B MPOKCUMAJbHBIX MBIIILIAX BEPX-
HUX U HUXKHUX KOHEYHOCTEH, a TaKXKe OrpaHu-
YeHue ABMXEHWH, BbIpakeHHas oOmias cia-
0ocTb. Jleunmnach amMOynaTopHO y TepamneBTa U
HEBPOIATOJIOTA; IMATHO3: OCTEOXOHAPO3 MO3BO-
HouHuKa. B auBape 2013 roga aist yTouHeHUst
NarHo3a Oblia rocUTaaIu31MpoBaHa B TepareB-
TUYECKOE OT/ieJIeHNe OOJIbHULIbI, TJI€ BbISIBIECHbBI
narosioruyeckue uameHeHus: npu SMI, nosbi-
meHue conepxkanusi KOK B cbIBOpOTKE KPOBH,
B CBSI3U C YeM IS TAJIbHEHIIIEro JIeyeHus repe-
BelieHa B PEBMATOJIOTNYECKOE OT/IEIeHME.

IMpu nocrymnieHur obllee COCTOSIHUE Cpel-
HEH TSKECTH, CO3HAHUE SICHOEe, TIUTAHUE 0CTa-
TOYHOE, KOXa 1 CIIM3UCTBIC 0OBIYHON OKPACKH,
TMbOY3ITbl M IIUTOBUAHAS XeJie3a He YBeInue-
HBI, TPYIHbIE Xese3bl 0e3 yruioTHeHuit. Kox-
Hble TIPOSIBJIEHUS: PUTEMATO3HAasl ChIMb Hal
pa3rudaTeIbHBIMU MOBEPXHOCTSIMU KOJICHHBIX,
JIOKTEBBIX U MICTHO-(aaHTOBBIX CYCTABOB KUC-
i (cumnToMm [oTTpoHa). BhickimaHus Ha jule:
HesipKasi epruopouTabHast JIUJIOBAast 3pUTeMa —
TeJIMOTPONHAS Chilb. MUOMATUYECKUIl CUH]I-
pOM: ofpeiesisieTcsi yMepeHHast 00JIe3HEHHOCTh
MpY TaJbIALUK MBI TPOKCUMAbHBIX OTJIE-
JIOB BEPXHUX M HYKHUX KOHEUHOCTEH, CHUXEeHA
CUJIa MBIIIL TPOKCUMAJIbHBIX OT/IEIOB KOHEY-
HocTeit — 2-3 6ama. [lepenBuraercs ¢ TpymaoM,
MPUCAXKMUBAETCS M BCTAET C MOCTOPOHHEH I0-
Motbio. CycTaBbl BHEIIHE HE U3MEHEHBI, TBU-
XKeHMs B ToJTHOM obbeMe. YacTtoTa mpixanust 17
B MUHYTY. [lepKyTOpHO Haf IETKUMU SICHBII Jie-
TOYHBII 3BYK. AYCKYJIBTATUBHO B JIETKUX XECT-
Koe JbixaHue. [paHuIbl OTHOCHUTENBHOM cep-
JICYHOIi TYTMOCTH HE pacliipeHbl. JlesiTeIbHOCTD
cepilla  PUTMUYHAS,  TOHBI  3BYYHbBIE.
YCC=IIc=100 yn/mun, AL 130/80 MM pT. CT.
SI3bIK BIaXXHbBIN, OOJOXEH OEJNbIM HaJeTOM.
2KuBoT nmpu manbnauuy MsITkuii, 6e3001e3HeH-
HbIit. [ledyeHs y kpast pebepHOIi IyTH IO MPaBoii
CPEIMHHO-KJTIOUNYHOM JIMHUM, 0e300/e3HEeH-
Has, cene3eHka He yBenauueHa. [lepudepuuec-
KHMX OTEKOB HET.

JlaHHBIE TOMOJHUTETbHBIX METOIOB HCCe-
NOBaHUs. B KpoBM TpU MOCTYIIEHUU: 3PUTPO-
uuth 4,4x10%/n, remornooun 128 r/m, LIT —
0,87, neiikouutsl 8,1x10°/71, 203unoduis 1%,
najoukosinepHsle 2%, cermMeHTosiepHble 67%,
mumbouutel  23%, wmonouutel 7%, COD
23 MMm/4; obuuit 6emox 70 /1, aTaHMHAMWHO-
TpaHc(epaza 27, acmapraTaMUHOTpaHchepasza
32 E/n, cuanossie kucnotsl 170 EJI, moueBuHa
5,4 MMonb/J1, kpeatiHuH 0,052 MKMOJIb/J1, TJTIO-
Ko3a kpoBu 5,1 Mmmoib/11. CPb oTpuiaTe bHBIif;
K®K 0,78 MKAT/n1 (N no 0,33). WUronbuaras
OMI: nonydyeHHbIe JaHHbBIE CBUAETEBCTRYIOT B
0JIb3y MBILIIEYHOTO MOpaXeHuUs! (MMPU3HAKH Te-
KYLIEro BOCHAJUTENBLHOTO Mpoliecca) U akco-
HaJIbHOI MOTOPHO MOJIMHEBPOIIATUH, BEPOSIT-
Hee, 3a c4eT ocHOBHOrO 3aboneBanusd. Ha DKI}
put™ cunycoBblit ¢ YCC 104 yn/muH. [Tpu 3x0-
Kapmuorpadguu u Y3U opraHoB OpIoIHoif 1o-
JIOCTH TATOJIOTHsI HE BBISIBJICHA.

C y4eToM MnepeyrcieHHbIX JTaHHBIX ObLT TI0-
CTaBJIeH KJIMHWYECKUIi 1MarHO3: UIMOTaThIeC-
KWil 1epMaTonoIMMHUO3UT, aKTUBHOCTH | cT.,
XPOHMYECKOE TeUYCHHE, C TMOPaXEHUEM KOXHU
(mapaopOuTATBbHEI 0TeK, cMHApOoM [oTTpoHa),
MPOKCUMAJTbHBIX MBIILI] BEPXHUX ¥ HUKHUX KO-
HEYHOCTeH, (YyHKIMOHANIbHAS HELOCTATOY-
Hocts [I-111 ctT.

Ha done npoBommMoii Teparnuu (ITaToreHeTH -
yeckast Teparusi METWIITIPEIHU30JI0H 48 MTI/CyT,
MeToTpeKcaT 7,5 Mr/Hem, (onueBas KUCIOTa
5 Mr/Hen, maHrtomnpaszon 20 Mr/cyT, BUTAMUHBI
rpymibl B) coctosiHMe MalueHTKy yIyyiuioch.
VMeHbIInIach caaboCTh B MPOKCHMAbHBIX
MBIIIIAX KOHeYHocTel. KynmupoBancs KOXHBIT
cuHapoM. Hopmanuszosajicsi ypoBeHb (hepMeH-
TOB MBILIIEYHOTO pACMajia B CHIBOPOTKE KPOBH.
BoinucaHa Ha aMOy/iaTOpHOE JiedeHUe Y peBMa-
TOJIOTA IO MECTY KUTENbCTBA.

KoMmenmapuii

B npencraBneHHOM KIIMHUYECKOM CITydae 3a-
0oJsieBaHMe Ae0HTUPOBAJIO C MBILIEYHOI ¢1a00Cc-
TH, HO JaXe TPH TOSBICHUN CYCTABHOTO CHHII-
poMa malreHTKa He Oblla HarpaBjieHa K peBMa-
TOJIOTY — 3TO 3HAYMT, YTO HA HAYAIbHBIX Tarax
00cCIeI0BaHUSI PEBMATOIOTMUECKUI TMarHO3 He
npennonarancs. Ha amOyraTopHO-TTOTMKIMHN-
YeCKOM 3Talle JJabopaTOpHO-UHCTPYMEHTAIbHOE
o0cremoBaHMe, IO3BOJISIONIEE OCYIIECTBUTD
I depeHLMaIbHYI0 IUAarHOCTUKY YKa3aHHbIX
CUMIITOMOB, BBITIOJTHEHO HE B TTOJTHOM O0OBEME,
YTO U MPUBEJIO K MO3IHEMY BBISIBIEHUIO 3a00J1€-
BaHus. OOBSICHEHMEM TaKOW CHUTYaIllid MOXKET
CITYXHUTb HU3Kasl pacrpocTpaHeHHOCTh JIM 1 oT-
CYTCTBHME HACTOPOKEHHOCTH OTHOCUTENIBHO ITOM
natojioruu. B To ke BpeMs IIpoBeieHKE pacIIy-
PEHHOTO KJIMHUKO-Ta00paTOPHOTO MCCIIeI0Ba-
HMSI TIpY TIEPBUYHON TUArHOCTUKE 3a00/1eBaHUs
TTO3BOJISIET CBOEBPEMEHHO YCTAHOBUTH HAJIMUME
JM unu ¢ 3Tol 11e/Ibl0 HalpaBUTh MallMeHTa K
peBmarosnory. CremyeT MOTYEPKHYTh BasKHOCTH
paHHell OUArHOCTMKM YKa3aHHON MaTOJIOTUH,
TIOCKONIBKY B pszme cmydaeB [IM mpemiecTByeT
WU aCCOLUMUPYETCS ¢ OHKOJIOTMYECKUMHU 3200~
JIEBaHMSIMM, YTO MMEET 0CO00€ 3HaYEHNE B OTHO-
LIEHUM JaJbHEHIIero MporHo3a nauueHToB.
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