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Annoranusi. [lepmatomuo3utr — 3aboneBaHue w3 Tpynnsl auddy3HbIX
OoJie3HEH  COCIMHMUTENBHOM  TKAHM C  MPEUMYLIECTBEHHBIM  MOPAXKEHUEM
MONEPEYHONOJIOCATON W TJAaJAKOM MYCKyJarypel. Beaymmumu B KIHHHUKE
JIepMATOMUO3UTA  OBIBAIOT  JBUTATEIbHBIE  HAPYIICHUS, KOTOPhIE  HEPEOKO
paccMaTpUBAOT KAK MPOSBIEHUS OCTPOW BOCHAIUTEIBHOM JAEMHUEITUHU3UPYIOLIEH
nojrHeBponaruu. Takke XapakTepHO NOPAKEHUE KOXKH B BUIE SPUTEMBI U OTEKA, TTPU
OTCYTCTBUU OITUX TPOSIBICHUN HUCIHOJB3YIOT TEPMHUH «IIOJUMHO3ZUT». 3a00JIeBaAHUE
MPOTEKAET C PA3BUTUEM TSHKENOW HEBPOJIOTMYECKOW CHMITOMATHKH, OMNACHO
OCJIO)KHEHUSIMU, H3-3@ 4YEro NAUUEHT MOXET MOruOHyTh. B cTarbe mnpuBeaeHo
OMHUCAHUE HUCTOPUM OO0JE3HM JBYX MAIMEHTOK C TEPBOHAYAIBHBIM JUATHO30M
«Cungpom ['mitena—bappe». [IpoBenéH aHaM3 KIMHUYECKOW KAPTUHBI, JAHHBIX
NapaAKIIMHUYECKUX UCCIEIOBAHUM, OCOOCHHOCTEN TeueHUs 3a001€BaHMS Y TAIIMEHTOK,
MO3BOJISIONINN YK€ HA PAHHUX dTamax 3a0oJieBaHus poBecTu AU hepeHITMATHHYIO
JTUATHOCTUKY MEXJy OCTPOM/ XPOHMUYECKOW BOCTIUIUTEIHLHON JEMUCTHHUZUPYIOIICH
MOJIMHEBPONIATUEN U JEPMATOMHUO3UTOM.

KiroueBble ci10Ba: JepMATOMUO3UT, MHONATAUYECKUM CHHAPOM, OCTpas
BOCHAIUTEIbHAS JTEMUETUHA3UPYIOIIAs MOJIMHEBPONATHSI, XPOHUYECKAS
BOCHAIUTENBbHAS JTEMUEITUHU3UPYIONIAS MOJTUHEBPOIIATHS, TUATHOCTUKA.

Abstract. Dermatomyositis is a disease from the group of diffuse connective
tissue diseases mainly affecting the crossstriated and smooth muscles. The leading
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often regarded to as a manifestation of acute inflammatory demyelinating
polyneuropathy. Also skin lesions in the form of erythema and edema are characteristic,
in the absence of these manifestations the term «polymyositis» is used. The disease
proceeds with the development of severe neurological symptoms, and is dangerous
because of complications which can lead to patient’s death. The article contains a
description of cases of two female patients with the initial diagnosis of «Guillain—Barre
syndromey». The analysis of the clinical picture, paraclinical studies, features of the
disease course in patients was performed, and it enables differential diagnosis between
acute/chronic inflammatory demyelinating polyneuropathy and dermatomyositiss at
early stages of the disease.

Keywords: dermatomyositis, myopathy syndrome, acute inflammatory
demyelinating polyneuropathy, chronic inflammatory demyelinating polyneuropathy,
diagnosis.

Hepmaromuosutr (JIM) — cuctemMHoe mporpeccupytomiee 3a00JeBaHUE C
MNpCHUMYIICCTBCHHBIM HOpa)KeHI/IeM HOHGpG‘IHOHOHOC&TOﬁ u I‘JI&I[KOﬁ MYCKYJIaTprI,
HapymeHI/ICM I[BHF&TGJIBHOﬁ Q)YHKHHH, d TAKXE HOp&)KCHI/IGM KOJXH B BUAC S3PUTCMbBI U
oréka. Y 25-30% OONBbHBIX KOXHBI CHHIPOM OTCYTCTBYET, B 3TOM CIlydae
WCIIOJIB3YIOT TEPMUH «IIOJIUMHUO3UTY [1].

[lo yacrore [IM 3aHuMMa@eT TpEeTbe MECTO CPEAM CUCTEMHBIX 3a00J€BaAHUMN
COCIMHUTEIBHON TKAHU, 4Yalle €ro pErucTpupyroT y SKEHIIUMH (MO0 JaHHBIM
OONBIIMHCTBA aBTOPOB, B oTHOIIeHUU 2:1). [lpubmuszurensuo B 20% cnyuaes M
BO3HMKAET B COYETAHUM C JAPYTMMH AyTOMMMYHHBIMU  3300JIEBAHMAMY,
3JI0KAYECTBEHHBIMU HOBOOOpa3zoBanusamu. OmyxoseBbiit (mapaneoractuueckuit) JIM
coctasisieT 14-30% Bcex ciydaeB 0ose3nu [2].

B TunuuHeX caydasx auarHoctuka JM He BBI3BIBAET 3aTPyAHEHUNA U
6a3preTc;1 Hd HAIWYUK KOXXHBIX HpOHBJ’ICHHﬁ, MHUOIIATUYECCKOTO CPIH)IpOMa,
XapakTEPHOIro pacnpeneieHus JBUTATEIIbHBIX HApYLICHUH, pe3ynbTarax
MAPAKIIMHUYECKUX UCCIICTOBAHMM, JIEKTPOMHUOTPADHH.

pr,Z[HOCTI/I u OIHI/I6KI/I JUATHOCTHUKH BO3HUKAIOT Ipru OTCYTCTBHUH W3MEHEHUM
KOXH, HeraBHHBHOﬁ OLI€EHKE MUOIIATUYECKOTO CI/IHI[pOMa (KOFI[a €ro OILICHUBAIOT KaK
HOHHHeBpOHaTquCKHﬁ), HCBO3MOXHOCTHU IIPOBCCTH H€O6XOI[I/IMBIC HCCIECO0BAHUA U,

HAKOHEIl, HEeJOCTATOYHOW KBaMMbuKanuu Bpada. llox Hammm HAOGTIOICHHEM
HaXOJWINCH JIBE MAIMEHTKH, KAXKIOW M3 KOTOPBIX CHAYAJIA ObUI BHICTABJIEH JUATHO3
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«Octpas BocHnamuTeNbHAS JAeMUEIMHHU3UpYIOIIAs mnojauHeBponatus» (OBIII).
Knunnueckoe naomopaenue Nel. IManuentka . 1986 r.p. (29 ner) moctynuia B
OTJ/IeJICHHE HEOTJIOkKHOM HeBpostoruu 27.10.2015 co crneayronMu xanio0aMu:

— HEBO3MOXKHOCTb TIPUYECATHCS, HAACTH JAKE JETKYIO 0Ky U3-3a CIIa00CTH U
OTpaHUYCHHUSI IBUKEHUN B MPOKCUMAIIBHBIX OT/ENIAX PYK;

— cJIA00CTh B HOTAX — MOTJIA TTPOUTH 0€3 TOCTOPOHHEH IMOMOIIHM U OTIOPHI HA
OKpyXxaroiue mpeametsl 50 M;

— HEBO3MOHOCTb MOJAHATHCS C HU3KOTO CTYJIA,

— U3MEHEHHE MOXO0JIKH — HAYaJIa XOJUTh IIePEBUIUBASICH.

becnokonnu obmas cnadocTh, MOBBINICHHE TeMmieparypsl tena g0 37,8 °C,
OTEYHOCTD JIUIA — CTAJIO OAYTIOBATHIM. 3200J1€7a B KOHIIE CEHTAOPS MOCJE CUIIBHOTO
MICUXOAMOIIMOHATILHOTO  CTpeccd, KOrjad CTaIM OECHOKOUTh  «CIACTUYECKUE)
MOCTOSTHHBIE, HE CBSI3AHHBIE C IBUKEHUSAMU OOJIU B 1I€€, MPOKCUMAIBHBIX OTIENaX PYK,
1o nepeAHei moBepxHoctu 6€nep. M33a HUX ObUIO TPYAHO MOJAHUMATH PYKHU, CAAUTHCS
HA KOPTOYKHU.

[TosiBUIACH CKOBAHHOCTh MAIBIEB PYK IMpHU padoTe HA KoMmmbioTepe. [locie
Maccaka MICHHO-BOPOTHUKOBOM 30HBI, MPEAIUICUNA, HUKHUX KOHEYHOCTEH 00J1eBOM
cuHApoM perpeccupoBait. [Ipubmusurensao Ha 10-i neHpb 3a001eBaHMS TTOSBUIICS OTEK
NepuoOpOUTATHHBIX 00AacTel, cTanad OeCOKOUTh CIA00CTh B BEPXHHX M HUKHUX
KOHEUHOCTSIX: MOJHUMATh YAWHUK MPUXOJIUIIOCH BYMS pyKaMH, MOJHUMATHCS IO
JIECTHUIIE, IEP>KACh 38 MepUIa U MOATATUBASCH HA pykax. CTajgo TpyAHO MOAHSATHCS CO
CTyJIa, KpoBaTu, u3MeHunace noxoaka. 25.10.2015 ormeTnna noabEmM TemMmnepaTypbl
teaa no 37,8 °C.

l'ocnutanu3upoBaHa B OTAECICHUE HEOTIOXKHOM HEBPOJOTHMH C AUATHO30M
«Cunnpom I'mitena—bappe». Ocmotp OonbHON. JIuio oayTiaoBaroe, spuTeMa Mo TUITY
OUYKOB, HEIUIOTHBIA OTEK MEPUOPOUTATLHON 00JsiacTH, TUNepeMusi B 00JacTU MIEK B
BUJIEC «0a00YKMY, ATHO C JIQJ0OHb HA NMPaBO MoJioBUHE j10a. HeBpoioruueckuit craryc.
HocoBoii 0TTeHOK roiyioca, Msrkoe HEOO CUMMETpUYHOE, uvula 1Mo cpenHen JTUHHH,
HEOHBIC U TJIOTOYHBIE pe(IICKChI COXPAHHBI.

TBépayro M IKUIAKYIO MHUOIY TJIOTaeT cBoOonHO. CHIDKEHA cuiaa B m.
sternocleidomastoideus mo 4 6amioB, B m. trapezius — 70 3 6&LIOB ¢ IBYX CTOPOH.
UyBCTBUTENBHOCTh HE HApYyLIEHA. Pyku yepe3 CTOpPOHBI HE TOBOJAUT /10 TOPU3OHTAIH
Ha 10— 15°, yepe3 cTOpOHBI BBEpPX MOJHATH HE MOXKET, MPU MOJOKEHUU JIEKA HA

KpOBaTU C TPYIOM MPUIIOJHUMAET HOTM HaA KpoBarbio Ha 10-15°. B mocrenu
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MOBOPAYUBAETCS C OMOPOM HA JOKTH, Ta3. BcTaér ¢ xpoBatu ¢ Tpyaom, depes OOK,
onupasich Ha JOKTH. [logHUMAETCS ¢ HU3KOTO CTYJIa HE C MEePBOM MOMBITKH, OMUPASIChH
Ha cTya. [Ipu xonp0e yBennyeH NOsICHUYHBIN JIOP/103, XOJIUT «IIePEBATUBASICH» C HOTH
HA HOTY («YTHHAsD» ITOXO/IKQ).

Cuna MbIIII CHIKEHA 10 3 0aI0B B MPOKCUMAIBHBIX OTAENaX U PyK, U HOT C
JBYX CTOpPOH, COXpaHHA B crubaremsix/ pasrudarensx ctor. [Ipompuopedaekcs
paBHOMEpHO CHIDKEHbl. KoopauHaropHble MpoObl BHIMOJHUTH HE MOXKET H3-3a
c1a00CTH U OTPAHUYCHMS JBUXKEHUU B KOHEUHOCTSX, B mo3e PomOepra ycroitunsa,
MBIIIEYHBII TOHYC HECKOJIbKO CHUXEH. DYyHKIMHM TA30BBIX OPraHOB HE HAPYILICHBI.
MeHuHreaIbHbIe 3HAKH OTCYTCTBYIOT. Uepes 3 HA mociie TOCHUTAIN3AINN B 00JIACTH
MSICTHO-(DAJTAHTOBBIX CYCTABOB PYK M HOT MOSIBUJIUCH KPACHOBATO-OArpOBHIC MAIMYJIBI,
9K3aHTEMa B OOJACTH KOJEHHBIX CYCTABOB, MOMEPXWBAHWE TPU MPOTIIATHIBAHUH
TBEpAOM mnuuM. ['7oTOUHBIE pedaeKkchl OCTABIUCH KUBBIMH, CHUMMETPUYHBIMU;
MATKO€ HEOO OBLIO CHUMMETPUYHBIM, MOABMXHBIM. Ha 4-ii neHp mnpeOblBaHHS B
CTALIMOHAPE MOSIBUIICA IJIOTHBIM 0€300J1€3HEHHBIN OTEK HA MPEAIICYbsIX 00EUX PYK.

Koncynpranus pesmarosora. JuarHos: «/IM BbICOKOWH aKTMBHOCTH C OCTPBIM
HAYAJIOM, C TPEUMYILIECTBEHHBIM MOPAKEHUEM MPOKCUMAIBHBIX TPYII MBI
BEPXHHUX U HKHUX KOHEYHOCTEH, MapaAopOUTATIFHBIMU OTEKAMU, TIATHAMU [ OTTpOHAY.
Haznauen npegnuzonon (65 mr), Ha QoHe mpuéMa KOTOPOro yx e Ha 9-i JeHb OT
HAYAaJIa JJeUYEHUS] yMEHBIINIACH OTEYHOCTH JIUIA U PYK, BEIP&KEHHOCTD CHITMH B 00JIACTH
KOJIEHHBIX M MACTHO-(GanaHroBbix cyctaBoB. 05.11.2015 nanuenTka nepeBeieHa B
PEBMATOJIOTUYECKOE OTJENECHUE, T1e Ha 3-U JeHb MpeObIBaHUS PA3BUIICS KAHAMI03
pPOTOBOM IOJIOCTH.

[TanuenTke npoBeAEH psij uccienoBaHu (epBas HUQppa — MpU MOCTYIUICHUH;
BTOpAs — TIPH BBIMHACKE, HA 23-i neHb). O0muii anamm3 KpoBu. CKOPOCTh OCEIaHUS
sputpouutoB [COD; Hopma (N) 0-30 mm/4] 44 mm/4, 24 mm/4a; remoriooun (N 120—
165 r/nm) 111 v/n, 137 r/n; sputpountsl (N 3,5-4,8x1012/m) 4,24x1012/1, 5,24%1012/7;
TpoMOouThl (N 180— 350%109 /1) 165%109 /11, 281x109 /i1; netikouutsl (N 4-9x109
/1) 6,5%109 /11, 14,5x109 /n; aetitpoduist (N 40-74%) 67,6%, 75,2%; mumdoruter (N
19-37%) 20,4%, 17,4%.

buoxumuueckuii ananu3 kposu. AnanumHamuHOTpancdepaza (AJIT; N 0-35
EJl/n) 113 EJl/n, 94,6 EJl/n; acnapraramunorpancdepasza (ACT; N 0-35 EJI/m) 389
EN/n, 151,8 ENl/n; xpearunud (N 58-96 mxmounb/in) 41 MKMOAb/1, 58,8 MKMOJIB/T;
obmuii 6enok (N 66-83 r/m) 57,7 v/n, 76,9 v/n; aneoymun (N 35-52 r/n) 31,2 r/n, 43,9

78

VR
nimnmm




reossssRne

/‘K/\ b‘
8a? st & @ @A .

.. JOURNAL. OF UNIVERSAL’ 1:1-;-;:;-" ‘. SCIENCE RESEARCH . .o e ae s e nn
r/im; kpeaturdochokunaza (N 0-145 EJI/m) 3123 EJl/a, 1760 E/1/n; npu nmocTyIuieHHH

tpurmunepuasl (N 0-1,70 mmonw/n) 5,88 mmoib/i; xonectepun (N 05,2 MMoIib/i)
4,07 mMonw/1t; kanbituit oomumid (N 2,20—-2,65 mMos/n) 2,09 mmods/it; OOmuii aHam3
moun. benox (N 0-0,2 r/m) 0,3 v/m, 0,1 v/im; amsbymun (N 0-20 1/m) 150 mr/m, 30 1/i;
otHomeHue Oenka Kk kpeatuHuHy (N 0-20 mr/r) 200 Mr/t; oTHOIIEHHE ATHOYMUHA K
kpeatuauHy (N 0-30 Mr/r) 100 mr/r. Koarynorpamma (09.11.2015).

Mexaynapoanoe HopmannzoBanHoe otHorienue (MHO) 0,84 (N 0,85-1,15).
["'opMonsb! muToBuAHOM )emne3nl (08.11.2015). TupeorponHbiit ropmoH 2,06 MKME/min
(N 0,23- 3,40 mxME/mi1), cBoboaubiii Tupokcud 0,83 ur/ma (N 0,61-1,12 ur/mi).
benkossie dpakuuu (09.11.2015). AnsOymun 55% (N 55,8-66,1%), al -rinoOynuHbI
3,7t/n (N 2,1-3,5 r/n), 0.2 -tno6ynunst 14,9% (N 7,1-11,8%), 11,5 r/a (N 5,1-8,5 1/n),
TbOyMHHO-TIO0YMMHOBBIA KO3(pdumment 1,22 (N 1,26-1,95). UmmyHHBIN cTaTyc
(09.11.2015)c. T xnerku NK (CD3/16/56+ , oTHOCUTENBHOE KOJIMuecTBO) 36,404 (1),
733  xnetku/mMxa (1), umMMyHoperyasTopubli uHaekc CD4/CD8 0,991 (]);
KOHIIEHTPAIMU [UPKYJIUPYIOMUX UMMYHHBIX KOMIUIEKCOB, aHTHCTpenrtoim3uHa O,
peBmarouHoro ¢Gakropa, UMMyHOriI00yiIuHoB kinaccoB A, M u G — B mpejenax
HOPMA&JIbHBIX 3HAYCHHH. Le-kieTku He 0OHApYKEHbI. Y IBbTPA3BYKOBOE UCCIICIOBAHUE.
[Teuens: npasas nois 113 mm, esas noug 63 mm. [laperxuma

C YMEPEHHO BBIPKCHHBIMHU MTEPUTIOPTAITLHBIMU (PUOPO3HBIMHA H3MEHEHUSIMH. B
JeBOM moyie 00pa30BaAHME TMOBBIMICHHONH JXOTEHHOCTH C POBHBIMH OTHOCHUTEIHHO
YE€TKUMU KOHTypamu pasMmepoM 14x9 wmm (remanruoma). Oxokapauorpadus.
OTkpbITOE OBAIbHOE OKHO. [Iponarc mMuTpanbHOTrO KiamaHa ¢ perypruranuein 1-it
creneHu. TpuKyCcnuaaIpHas HEJOCTATOYHOCTh 1-1 ctenenu. D udpos3odarora
ctpoayonesnockonus (OPITAC; 13.11.2015). Kanaumo3asiii 330¢arur.
['acTpoyoIeHUT ¢ 3PO3UBHBIM KOMIIOHEHTOM. JlyojeHoracTpaibHblil pediirokc. Y
MEePBOM MANMEHTKHA KIWHUYCCKHUE TPOSBICHUS 3a00JICBAHMS OBUTH THUITMYHBIMH,
nuardo3 JIM BeICTaBIIeH B TIEPBBIC THU MTPEOBIBAHKS B CTAITMOHAPE.

VY BTOpO# NMALMEHTKH, KPATKYIO UCTOPHUIO OOJIE3HU KOTOPOU MPUBOAUM AdJiee,
NOCTAHOBKA MArHo3a Obuta orcpodyeHa. Hurke Mbl MpUBOIUM aHAIU3 JTOMYIICHHBIX
OIMOOK W BO3MOXHOCTH 3aMOJ03PUTh O00CYKTAEMbIi JUATHO3 HA PAHHUX CPOKAX
oonesnn. Kmuanaeckuit ciyqait Ne2. ITammenTka I'. 1957 r.p. (58 mer) mocrymnaer B
HEBPOJIOTHYECKOE OTJACJIICHHE ¢ >Kamobamu HA OO0IIyl0 ciaboCcTh, OTpaHUYCHHE
JBIDKEHUN B BEPXHUX M HIKHUX KOHEUHOCTSIX — HE MOYKET COTHYTh PYKH B JIOKTEBBIX
CycTaBax, OTBECTH UX OT TYJOBHIIA U TPHUIIOTHATH, CAMOCTOSATEIHLHO COTHYTh HOTH B
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KOJICHHBIX CYCTaBaX, IOBOPAYNBATKLCS B TIOCTENH, CUACTh. J|BIYKEHUS BOSMOKHBI JIUIIIb
B MAIBIAX PYyK U HOT. KpacHbie MATHA B BEPXHUX OTAENAX TPYIHON KIETKH, 00JIACTH
n6a. CHIKEeHHe anmneTuTa, pe3koe noxyaanue (1a 6 kr 3a 1,5 mec).

Bonpaoli cebs cumrtaer ¢ 17 wmrons 2015 r., Korxa BO3HHUKIHM HOIOIIWE,
MOCTETNIEHHO ycuiuBaroluecs: 00y B o0nactu noscHuiel. O0parunach K TepanesTy,
KOTOPBI HA3HAYWJI HECTEPOWIHBIE IPOTUBOBOCHIAIMTEIbHBIC mpenaparsl (0e3
b dexTa). 3a00eBaHNE MTPOTPECCUPOBAIO, CTUIM OECIOKOUTh 00MM U CIabOCTh B
HOTax, pykKax, Oosee BBIPAKEHHBIE B MPOKCUMAIBHBIX OTHENAX — CTAJIO0 TPYIHO
NpUYECHIBATHCS, HAZIEBATH Yepe3 roJIoBY oJiexAy. [losBummcy 6011 B rpyTHOM OT/ENe
MO3BOHOYHHKA, KOTOPbIE YCYTYOMIIUCh B T€UEHHE MECSIA /10 TAKOW CTENEeHH, YTO K
aBrycty (uepe3 1,5 mec or Hauana 3a0osieBaHus) OOJbHAS HE MOIJIA BCTABATH C
MIOCTEIH, TIEPEABUTATHCS 0€3 TIOEPKKH, ITOJHUMATD YAIIIKY.

Crao  TpynHO  TpOINIATHIBATH  MUILY, HW3MEHWICA Trojioc.  bpuia
TOCTIUTATM3UPOBAHA B HEBPOJIOTHUECKOE OT/ENICHUE, TJi€ HAXOAUIAach ¢ 13 aBrycra mo
12 centsiopst 2015 . ¢ nuarnozom: «OB/II, momoctpas cranus, B hopme OynbOapHBIX
PAcCTPONCTB U BAJIOTO BBIPAKEHHOTO TeTpanapesa». [lamuenTke mpoBeieHa myibc-
Tepanusi MeTuinpeaan3ogonoM 1000 Mr B CyTKH B TEUYE€HHE 5 JHEH BHYTPUBEHHO
KareabHO ¢ TOCIEAYIONINM MepeXoaoM Ha TabaeTHpoBaHHYIO popmy B 103€ 1 MI/KT B
cytku. Ha ¢one mnpoBeaéHHON Tepanmuu MAINMEHTKA OTMETHJA 3HAYUTEIHHOE
yIydIIeHUe: CTajgd CaAMOCTOSTEIBHO TEpPEABUTATHCS, BOCCTAHOBWIIMCH TOJOC W
TJIOTAHKE, HO HE MOTJIa caMa BCTABATH C MOCTENN U YHUTA3A.

YuuthiBas «HEOOBIYHOE»  pACIHpENeSieHne JIBUTATEIbHBIX  HAPYIICHHH,
UCKITIOYANUCh TophupHus W MapaHeoruiacTHueckuil mpoiecc. Ha peHTreHorpamme
JErKUX OOHAPY)KEHO 3aTEeHEHUEe, HANpaBiIeHA HA OOCIEAOBAHME B OHKOJIOTHYECKUI
CTalMoHAp. 26 OKTAOPS TMArHOCTUPOBAH a0cIece JIErKoro, Opu1a mpoonepuporana. Ha
BpeMs OOCJEIOBAHMS B OHKOJOTHHM M OINEPATHUBHOTO BMEMIATEILCTBA TPHEM
npeaHn30JI0HA Obl1 OoTMEHEH. B koHue Hos0ps 2015 1. — pe3koe yXydlleHue
cocrosinud. [losiBunace o0mas cinabocTh, NAMEHTKA BHOBb YTPATUId BO3ZMOXHOCTb
MPUYECHIBATHCS, CAMOCTOSITEILHO TEPEBUTATHCSA, BCTABATH C TIOCTENH, C TPYIAOM
CTajla IOBOPAYMBATHCS B IIOCTEIIN.

ODHOBpEMEHHO CTIM OECIIOKOWTh OOJHM BO BCEX MBIIIIAX, ITOSBHIHCH
OTEYHOCTH JIMIA U KOHEYHOCTEH, MATHA KPACHOTO IBETA HA MEPEIHEH MOBEPXHOCTH
IPYAHOU KIJIETKH, JIULIE U BOJOCHCTOM 4acTu rojioBel. Tonbko 10 mexadpst 2015 r.

NAIMCHTKA TOCHUTAIN3HUPOBAHA B HEBPOJOTHMYECKOC OTACIICHHUEC. Cocrosnue Ipu
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IMOCTYILVICHHUHA TSDKETIOE. I[OCT&BJIGH& Hd KpeECJI€ KaTalKe, CAMOCTOATCIBHO HE

nepeauraercs. C mOMOIIBI0 YXaKUBAIOIIETO MOTJIA CECTh, HO BCTATh U3 MOJOKEHHUS
CHUJIsl HE MOIJId, He MOTJIA CAMOCTOSATENIbHO TTOBEPHYTHCS B IMTOCTEIH.

JIoxKy KO pTy MOAHOCWIA ABYMS pyKamu. [[BHKeHHsS maibl@Mud PyK U HOT
coBepiiasia cBo0oaHO0. He Morna mogHsATh pyKd A0 TOPU3OHTAIH, OTBOAMIA MX OT
tynoBuiia Ha 10-15 cm, pyku cierka crubana B JOKTEBBIX, HOTH — B KOJICHHBIX
cycraBax. Cuna cxarus B KyJlak 3 Oaa, B crudarensx u parudaresnsx cromn — 4
oawta. Apediekcus. Peub ¢ HOCOBBIM OTTEHKOM, HEOHBIE pedIeKChl OTCYTCTBYIOT,
IJIOTOYHBIE CHUKEHBI, CBOOOIHO MPOTIATHIBACT TBEPAYIO U KUIKYIO MUILY, MSITKOE
HEOO MOJABMKHOE, uvula — 1o cpeaneit nuHuu. JIErkas runoMumus, CriaaxeHa JeBas
HOcoryOHas cknaaka. YyBCTBUTENbHbIX HApylIeHUH HeT. Co3HAHUE SICHOE, OOJIbHASA
a/IeKBATHA, MTPABIIIBHO OLIEHUBAET CBOE COCTOSIHUE.

JIuto oxytinoBaroe. Ha n0y cmpapa msaTHO pasMepoM C JaaoHb, 0AarpoBOro
[BETa, N0J00HBIC MATHA HA TPYAU CIEPEAH, CIEBA BETUYMHON C MYKCKYIO JI&IOHb,
crpaBa — HECKOJIbKO MeHble. CieBa B 00JacTU MATHA CIMBHBIE T€MOPpPAruu ¢
y4acTKaMHU HEKpO3d, HEKOTOpbIE M3 KOTOPBIX MOKPHITHI KOopoukamu. [IpoBeneHsbl
naboparopuele ucciaeaoBanus. OOmmit ananus kpoBu (11.12.2015). Dputpouuts
3,91x1012/m1 (N 3,5-4,8x1012/m), neiikonutsl 8x109 /1 (N 4-9x109 /1), remorioOuH
112 r/n (N 120—- 165 r/m), Tpom6omTsl 238%109 /1 (N 180-350%109 /1), uBeToBoii
nokazarens 0,8, COD 44 mm/4 (N 0-30 Mm/u).

buoxumunueckuii ananus kposu (16.12.2015). I'mokoza 7,2 mmons/n (N 3,3-5,5
MMOJIB/JT), KpeaTuHUH 67 MKMoJb/1 (N 58—96 mxmoib/i1), moueBuHa 5,1 MMoub/i (N
2,5-8,3 MMouIb/1), XonectepuH 6,7 Mmoib/1 (N 0—5,2 mmons/m), AJIT 10,9 EJI/n (N 0—
35 El/n), ACT 12,1 EI/n (N 0-35 E[I/), o6muit 6enok 73 r/n (N 66—83 1/11); HATpHit
134,6 mmonb/n, kanuit 3,46 MMmomw/n. Ananus moun o Heuunopenko. JIedkouTer —
cruIowb, spuTpounuTsl — 2750 B 1 Mu Moun. Koncynbranus pesmarosora. J(narnos:
«/IM (BTOpHYHBIH, TAPAHEOIIACTUYECKUA CUHIIPOM?), OCTPOE T€YEHUE, AKTUBHOCTb
II». PexomennoBan mpuém npeanusoiiona (80 mr/cytku). CocTosiHue 60JbHONU OBICTPO
YXYAIIATOCh, Pa3BWIACH OOE3IBUKEHHOCTh, MAIBNAIMS MBI CTaNd PE3KO
0OJIe3HEHHOM, MAIMEeHTKA MepecTalida BCTyNarb B KOHTAKT W MO Mpochle
POJICTBEHHUKOB ObLIA BBIMHMCAHA JOMOM, e Bckope ymepia. Uto oObenuHseT U
paznuuaeT npuBeaEHHbIE UCTOPUH Oosie3HH? O0enuM NAMeHTKaM BBICTABIIEH IUArHO3

«IM». BonbHBIX O0BEANHSAET OOUTHOCTh KIMHUYECKOW KAPTUHBL: U Y TOU, U y APyTron
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NAIMEHTKH BEAYUIUM ObUT TPOKCUMAIBHBIA TeTpanapes3, COMPOBOXKIAIOIIUIACS
apeduexcueit. BoamoxHoCcTh TakoBoro oocysxknaercs u npu OB/IIT [3].

Opgnako mpu OB/II nBurarenpHble HAPYLIEHUS HAPACTAOT IOCTEIECHHO,
KACAsICh Yallle CHAYAIA HUKHUX, & 34TEM U BEPXHUX KOHEUHOCTEHN. Y MepBOi OOJIBHOM
c1aboCTh B BEPXHUX U HWKHHUX KOHEUHOCTSX pa3BUBAIACH OJHOMOMEHTHO.
HexapakrepasiM 1151 OB/IIT 1 XpoHHYECKON BOCHAIUTENBHON AEMUEITMHU3UPYIOIIEH
nosmueBponaruu (XB/IIT) 6pu10 M pacnpeneneHue napesa B mnpeaenax KOHEYHOCTH,
YTO OCOOEHHO SIPKO MPOSBHIIOCH y BTOPOM OONBHOM — TPH PE3KOM OTpaAHUYCHHUU
JIBW)KCHUN B TMPOKCUMAJBHBIX OTAENAX KOHEYHOCTEW JABWIKEHHS B MAJIbLAX
COBEPIIATUCH CBOOOHO, CUJIA B cru0aTessix/pa3rudaressx cTon Obuiad TOCTATOYHOM.
He cootBerctBoBasio OBJII/XB/III u coueTranue «OJMHEBPUTUUECKOTO» CUHIPOMA
C MHUONATUYECKUM, KOTOPBIM y 00enx OOJIbHBIX MPOSBISUICS OYEHb SIPKO. Y BTOPOM
NAIMEHTKA MOTJ0 OOpartuth HA ce0s BHUMAHHUE YK€ TO OOCTOSTENbCTBO, UTO MPHU
JIOCTATOYHO XOPOIIIEM BOCCTAHOBJICHUU JIBH)KCHUN B KOHEUHOCTSX MPU HAZHAYEHUU
TOPMOHOB BO BpeMsI IIEPBOI0 MOCTYIICHUS B CTALIMOHAP OHA HE MOTJIA BCTATH CO CTYJIA.

O06e mnanMeHTKU HCTBITBHIBAIN 3aTpyaHEHUs mpu TioTaHuu. CBoeoOpaszue
HApYILIEeHUs JAaHHOW (QyHKUMM (38TpyJHEHHE TJIOTAHUS TPU COXPAHHOCTH
MOABMKHOCTA MSATKOTO HEOA, TJIOTOYHBIX M HEOHBIX pedieKCOB) TAKXKE MOIJIO
ceunerenbctBoBarh npotuB OBII/XBJII. Takoe codyeTaHue HETUINUYHO IS
HeBponaruii (Mpu HEBPOMATUY PA3BUBAECTCS OIPAHUYCHHUE TTOJABUKHOCTH B COUCTAHUU
C BBIMAJCHUEM WM CHUXEHUEM pe(]JIeKCOB) M XapakTEepHO [JIsi MBIIIEYHOTO
MOPa&KEHUS, OOBSICHICTCS TOPAKEHUEM MBI TOPTAHU U TIOoTKU. [ucdarus y
OOJBHBIX C MTOPAKEHUEM MBIIIII] PA3BUBACTCS BCIIEACTBUE CHIDKCHUS KOHTPAKTUILHOM
CHJIbI (DAPUHTCATHHBIX MBIIII] ¥ MBIIII] BEPXHEro oTiea nuiiesoaa [4].

Hetunuunovt nns OBAII/XB/II Obuia Tak:ke 00JIE3HEHHOCTh MBI MPU UX
nangpnanuy. Pazanums KIMHWYECKUX HAOIIOACHUM, IO BCEH BHIMMOCTH, KacaroTCs
THOJIOTUM 3a0oJneBaHus. Y mnepBod OonpHON yBenmnueHue COD (mo 30 mwm/u),
TpoMmOonuTonenus (165109 /i), kotopas cmenunacs TpomoOoruTo3om (360x109 /i),
HapacTaroui SpuTporuTo3 (10 5,24%x1012/11), reMaToKpUT He3HAYUTEIHLHO MTOBBIIICH,
HO HE TIPEBBIMIAN IOMyCTUMbBIX 3HAYEHUHN, HEUTPOPMIBHBIN JeikoruTo3 (14,5%109 /m)
MOTJIM CBUJCTEIILCTBOBAThL 00 GKTUBHOM BOCHTAIMTEIHLHOM Tmporiecce. [loBbImeHue
ypoBHs kpearuadocdoxunassl (3123 EJI/m), amunorpancdepas (AJIT 113 E/l/a, ACT
389 EJl/n) — mnpu3HAKM TOBPEXKACHUS MBIIIEYHOM TKAHU. [ 'MnonmporenHeMus,

JUCIHUIIUACMHUS CBUJACTCIBCTBOBAIIA O HAPYHICHUHU CUHTETHYECKOM (bYHKLII/II/I IICYCHU,
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CHIKeHHe nokazareneit MHO — o maccuBHOM IIOCTYIIZICHUHU B KPOBOTOK TKAHCBOT'O

TpoMOOIUIACTHHA (XAPAKTEPHO JJIsi TOBPEXKJEHUSI MbIIIeUHON TKaHH). CO CTOPOHBI
MOYH BBISIBIIEHBI MUKPOJILOYMUHYPHS U HAPYIICHHE COOTHOIIECHUS O€TTOK/KpeaTUHUH
— TpU3HAKK MOpaKeHus KiyOoukoBoro ammapara mouek. [lo manaeim OIIJIC
JTUATHOCTUPOBAH JyOJCHOTACTPATBHBIA PE(IIIOKC, TOBOPSAIIMI O BOBJICUYCHUU B
MPOIIeCC MUIIEBOAHOTO CPUHKTEPA.

BrIsiBIEHHBIE H3MEHEHUS, KACAIOIIMECS MHOTUX CUCTEM U OPTAHOB, MTO3BOJIIOT
MPEANnoaararb CUCTEMHOE MOpPaXKEHUE C OOJBIION BEPOSTHOCTHIO ayTOMMMYHHOTO
mporecca. B ero mnoib3y CBHAETENBCTBYIOT HM3MEHEHUS HMMMYHOTPAMMBI —
NOBBINICHUE (pakuu o-TI00yaMHOB, ypoBHS CD3/16/56+-kneToK, OTHOIIECHUS
CD4/CD8. I'oBoputbh 00 sTrosioruu JIM y BTOpoi OOJIbHOUM H3-38 HEIOCTATOYHOTO
00bEMA HCCIECIOBAHUNM H OTCYTCTBUS MEIULMHCKOM JOKYMEHTAIMU TPYIHO.
Hcknrouascst napaHeoruiacTideckuit mporecc. OmyxoseBblil (apaHeoriacTUIeCKui)
M cocrtaBnser 14-30% Bcex ciayudaeB 0osie3nu [2]. OH MOXET NpOTEeKaTh OCTPO U
HOJIOCTPO € TOPAKEHHEM KOXH, MBI, a TakkKe C PpasHOOOpPA3HBIMU
«pEBMATOJIOTUYECKUMI» MPU3HAKAMH, TO €CTh MNPAKTUYECKHM HE OTIUYAETCA OT
uauonaruuyeckux BapuaHTtoB [5]. OOHApyXEeHHOE HA PEHTreHOTpaMMe JIETKUX
3aTCHEHHE TNPHUBEJIO OOJIBHYI0O K OHKOJOraM, TIJ€ BO BpEMs ONEPATHBHOIO
BMEILIATEILCTBA JUATHOCTUPOBAH a0c1iece JETKUX.

[Tpu IM u3meHeHus B JETKUX 00YCIOBJIEHBI BOBJICUEHUEM B MATOJIOTUYECKUN
MIPOLIECC ABIXATEIbHOW MYCKYJIATYphl, acHUpalMeld IMPU HAPYLICHUSAX TJIOTAHUSA, a
TAK)KE€ COOCTBEHHO JIETOYHOM MATOJIOTUEH MO TUITY MHTEPCTUIIUATHLHON MTHEBMOHUH,
nHeBMouOpo3a u  ¢dubposupyromero aubBeoauTa. AOCIECChl JETKUX  HE
OMUCHIBAIOTCS. Y OOJIbHON HAPYIIEHUS TIOTAHHS OTPAHUYUBAINCH MONEPXUBAHUEM,
KOTOpo€ (DAKTUYECKM HE BBI3BIBAIO HAPYIICHWH TJIOTAHUS, TO3TOMY BO3MOXHOCTb
acnMpaurOHHON MTHEBMOHUH MaI0BeposTHA. K coxxaneHnuro, HaM He y1aI0Ch MOJTYyYUTh
JNAHHBIX TMCTOJIOTUYECKOTO MCCIENOBAHUS YIAIEHHOTO JErkoro. IlanuenTka mpomuia
riiy0oKoe 00C/IeJOBAHUE B YCIOBUSAX OHKOJIOTMUECKOrO CTAllMOHAPA, JAHHBIX 38
OHKOJIOTHIO He Ob1J10. B TO e BpeMs u3BeCTHO, 4TO napaneoriacTuueckuii JIM MoxkeT
MPEAIIECTBOBATH OIYyX0JIEBOMY POCTY [5].

VYiydieHue cOCTOSHUS MALMEHTKU Ha (OHE JICUEHUS TIIOKOKOPTUKOUAAMH He
IIPOTUBOPEYUT HAIMYUIO y HeEE mapaHeoruiacTuueckoro JIM, mOCKOIBKY 3TH
JIEKAPCTBEHHBIE CPEJCTBA YJIYYIIAIOT COCTOSHUE MPAKTUYECKU KaKIOTO OOJIBHOTrO
JAM, pamukasibHO — 0Opu InepBUYHOM JIM, YAaCTUYHO — TPpU BTOPUYHOM
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(mapaneoractTuueckoMm) [4]. 310KAYECTBEHHOCTh TEUYEHUS MpOIEcca Y MAIMEHTKU
MOTJI& OBITH CBSI3aHA C MPEKPAIICHHEM TOPMOHAIbHOM Tepanuu. [louemy mipu nepBom
MOCTYIJIEHUU 00JIbHOM ObLT BhicTaBNEH quarHo3 OBJIIT? OueBuaHO, 4TO MOCTAHOBKA
JAHHOTO JWarHo3a 0a3upoBATACH HA BBIPOKEHHOM TEpareBTHIECKOM 3P deKTe OT
npuéma O0o0JIbHOM npeaHu3ooHa. OMHAKO M TOrAa YK€ BO3HHUKIA HEOOXOOUMOCTH
OOBSCHCHHUS  TMPOKCUMAIBHBIX  IMApe30B,  MPEANONATIMCH  MOppupHus |
NapaHEOIIIACTUYECKUI TTPOLIECC.

Peur o JIM He nuia. Ilpu Bceit TpyaHoctn auddepeHImanbHON TUATHOCTHKY
JIM u OBJII, kak mnoxazan IpoBeAEHHBIH aHAIN3, OCOOCHHOCTH KIMHUYECKHUX
MPOSIBICHUA TOM M JAPYrol MAaTOJOTHH IO3BOJISIOT BBIIECIUTH MPU3HAKH, IAOIIUE
BO3MOXXHOCTh MPUITH K MPaABUILHOMY 3aKII0UeHUI0. IMu sSBISIIOTCS cBOeoOpasue y
00abHBIX ¢ JIM nBHUrareabHbIX HAPYIICHUA, HAPYIICHHUI TTIOTAHUS, COUETAHUE ITAPE30B
C MHOIMATUYECKUM CHUHIPOMOM. MOXHO JU ObUIO MOAYyMarh O JEPMATOMHUO3HUTE Yy
BTOPOI1 00IBHOM Mpu MepBoM MNocTyruieHunu? Ha 3ToT Bompoc, ckopee BCero, MOKHO
OTBETHUTH MOJIOKHUTENBHO.

VYke npu nepBOM MOCTYIUIEHUU Y MAIMEHTKU UMEIIMCh HAPYIICHUS TJIOTAHUS U
MUONIATHYECKUH CUHIpOoM. BapruabenbHOCTh KITMHUYECKUX MposiBiaeHuit [IM, 6oibioe
YUCI0 3a00JIeBAHUM, COMPOBOKAAIOIMIUXCA MOPKEHUEM MBIIIL WM HUMEIOMIUX
MBIIIIEYHYI0, HEHUPOMBIIICUHYI0 TMAaTOJOTHI0 HMHOTO TEHe3a  BKJIOYAIT B
JTUArHOCTUYECKUN TOMCK  OOJBIIOE KOJIMYECTBO HO30JOorHYeckux ¢GopM C
MPUBJICYEHUEM K JIMArHOCTUKE pa3HbIX CHeMUTMCTOB. KpaeyronabHbli KaMEHb
s exrrnBHOCTH Tepanuu [IM — paHHss quarHocTyuka 3a0ojieBaHus. B ¢Bs3u ¢ 3THM
KKIbIM  cay4yall  TMOJMHEBPONATHMA,  MPOSBIAIONIMXCA  MNepudepudecKuMu
MPOKCUMAIBHBIMU TApE3aMHU, MHUONATUYECKUM CHHIIPOMOM, COMPOBOKIAFOIINXCS
KO>KHBIMU, BOCTIIMTEIILHBIMU MIPOSIBJICHUAMHU, TpeOyeT uckitroueHus JJM.
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