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Annomayus. Ienp: IpeIcTaBUTh KIMHIYECKNI CITy4all PeIKOTO ayTOBOCIIATUTENIbHOTO 3a00neBanns. MaTepuan u Me-
TOABI: IPOBENEH aHA/MM3 KIMHIYECKOTO CTydas CMHAPOMa AeduITa MeBaTOHATKIHA3H ¥ eBo4KM 8 neT. PesynbraTsl: cuH-
npoM peduryra MeBanoHaTkuHassl (CIIMK) — penkoe ayToBocnanurenpHoe 3ab0/eBaHume ¢ 2y TOCOMHO-PeLleCCHBHBIM MeXa-
HM3MOM HacnefioBaHus. CTeleHb TsDKeCTH 3a00/IeBaHNs IMeeT KOPPE/ILMIO C OCTATOYHON aKTUBHOCTDBIO hepMeHTa — MeBa-
JIOHAaTKJHA3bl, y4aCTBYIOIIErO B OMOCHHTE3€e XO/IeCTepMHa Y U3OIPEHON/I0B, HEOOXOAMMOTro /A IIpeBpallieH)e MeBaIOHaTa B
KOHEYHBII1 IPOAYKT. B pe3y/bTaTe yero B opraHusMe HaKaIl/IMBAeTCsl MeBAIOHOBAsA KIC/IOTA, 0COOEHHO BBICOKNE YPOBHM e€ 00-
Hapy>XMBAIOTCA B Mode. Boigiensator cpapuuTtensHo nerkuit penorun CIMK: cunppom runepuvmmyHornobynnaemym D (Bep-
Bble omycaH Kak HIDS B 1984 r.) u TsKenblif BapiaHT — MeBaJIOHOBYIO allufypuio. B mupe ommcano 4yTsb 6onbime 300 mammy-
entoB ¢ CIIMK. 3a6orneBaHye pOsABIAETCS HEPUOANIECKY BOSHUKAIOIEN TMXOPAKOIL, apTpanrusaMu, GapuHIUTOM, Lieil-
HbIM IMM}aeHUTOM, YPTUKAPHOI ChIIIbIO, HAIIOMIHAIOIIEH KPAIIMBHUILLY, PeXe BACKYINTONO0OHBIMY IIPOSIB/ICHNAMM B BUJIE
HeTeXMalIbHO-IIyPITyPHBIX 3/IeMEHTOB. [[MarHOCTIKAa OCHOBBIBAETCS Ha aKTMBHOCTY (pepMEHTa MeBa/IOHATKMHA3BI B KPOBY MU
KJIeTKaX KOXJ, OMOXMMMYeCKOM aHamm3e Mo4M (BbICOKME 1Pl MEBAIOHOBOI KUC/IOTHI), @ TAK)Ke TeHeTUYECKOM MOfTBEPIK-
[eHUM MYTallMU B TeHe MeBa/IOHaTKIHa3bl. OCHOBHBIMY IIPMHIMIIAMY TEPAINY Ay TOBOCIATUTEIbHBIX 3a00/1eBaHNI ABTIAET-
s KOHTPO/Ib HaJl KIMHIYECKMMY CUMIITOMAaMM 11 HaJl BOCIIAJIeHNEM B LI€7IOM, a TAK)Ke IIPOGMIAKTIKa aMIION/03a. 3aKIoye-
HMe: IIPM [OJ03PeHNI Ha ay TOBOCIIA/INTENbHBII MIPOLiecC B OpraHu3Me HeoOXOMMO IIPOBefieHIe TeHeTUYeCKOTO MCCIefi0Ba-
HUSA JJI CBOEBPEMEHHOI IMarHOCTUKY M Ha3HAYEHNs IIaTOT€HeTUYECKOI Tepanuy 71 yIydllleH/e KaueCTBa XU3HIU U TIPefy-
MPEX/IEHNA OC/TOKHEHMIA.

Kniwouesvie cnosa: nepBnuHbIii MMMYHOIeDWUINT, IeTH, ay TOBOCIIA/INTEIbHbIE 3a00/IeBaHNA

Qunancuposanue. Viccnegosanne He UMeNIO CIIOHCOPCKOJ IONJEPKKIN.

Jna yumupoeanusa: Comosa T. M. AyToBocramirenbHoe 3a60/eBaHMe CUHPOM TUIIepUMMyHOrno6ymHeMun D. Meou-
uunckuil secmuux Oza Poccuu. 2022;13(2):141-145. DOI 10.21886/2219-8075-2022-13-2-141-145.
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Abstract. Objective: present a clinical case of a rare autoinflammatory disease. Materials and methods: an analysis of
a clinical case of mevalonate kinase deficiency syndrome in an 8-year-old girl was carried out. Results: mevalonate kinase
deficiency syndrome (SDMC) is a rare autoinflammatory disease with an autosomal recessive inheritance mechanism. The
severity of the disease correlates with the residual activity of the enzyme mevalonate kinase, which is involved in the biosynthesis
of cholesterol and isoprenoids, which is necessary for the conversion of mevalonate into the final product. As a result, the
body accumulates mevalonic acid, especially high levels of it are found in the urine. A relatively mild SDMC phenotype is
distinguished: hyperimmunoglobulinemia syndrome D (first described as HIDS in 1984) and a severe variant - mevalonic
aciduria. A little more than 300 patients with SDMC have been described in the world. The disease is manifested by intermittent
fever, arthralgia, pharyngitis, cervical lymphadenitis, urticarial rash resembling urticaria, less often vasculitis-like manifestations
in the form of petechial-purple elements. Diagnosis is based on the activity of the mevalonate kinase enzyme in the blood or
skin cells, biochemical analysis of urine (high numbers of mevalonic acid), as well as genetic confirmation of a mutation in the
mevalonate kinase gene. The main principles of therapy for autoinflammatory diseases are the control of clinical symptoms and
inflammation in general, as well as the prevention of amyloidosis. Conclusion: if an autoinflammatory process in the body is
suspected, it is necessary to conduct a genetic study for timely diagnosis and the appointment of pathogenetic therapy to improve
the quality of life and prevent complications.
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BBenenne

AyToBocmanurensHble 3aboneBanus (AB3) B Hacrosee
BpeMs MHTEHCUBHO M3y4arnTca. bonbioe sHaveHne mys ina-
rHocTUKM AB3 MMeeT MONEKYNIAPHO-TEHETUYECKOE TeCTUPO-
BaHJ€ IALJEHTOB, IIOCKO/IbKY OCHOBO pasutua AB3 Apns-
I0TCAA TATOJIOTMYECKIe MY Talyy, 00YC/IOBIMBAIOLIYIe Hapyllle-
HUS B CUCTEMe BPOXKAEHHOTO (aHTUTeH-HecHelQuIecKoro)
VMMMYHUTETA ¥ PasBUTIE BOCTIA/IeHNA. DKCIIEPTHOI IPYIIION,
B COCTaB KOTOPOJ BXOJAT 12 HEMEIKUX M aBCTPUIICKUX y4e-
HBIX, Pa3pabOTaH AMArHOCTUYECKUIT aITOPUTM M TIPVHIIAIIBI
JIedeH1sI Ay TOBOCIIA/INTE/IbHBIX IIPOLIeCCOB [1]

AyTOBOCIIaZIeHMe paccMaTpuBaeTcAd KaK 4YacTb 3TUOMA-
TOTeHe3a TaKUX PacIpOCTPAaHEHHBIX 3a00/eBaHMIil, Kak 0o-
nesHb KpoHa, ysnoBaras sputeMa, CapKouzio3, aHKUIO3UPY-
IOLIMIA CTIOH/IVIOAPTPUT, BACKY/IUT ¥ CMHIPOMBI BacKy/IuTa,
CUH/POM aKTHBALMM MakKpo(]aroB, MOHOT€HHBII BAaCKY/IAT
(STING-accoLuMupoBaHHbIl BacKYIUT U AePUINT afjeHO-
sunpesamuuasbl 11 tuna (DADA2)), 6omesup Crmina B3poc-
JIBIX, CICTEMHas1 KpacHasi BOTYaHKa, CUCTEMHDIJI I0BEHN/IbHBII
UAMOTIATUYECKUIT apTpUT, NOJArpUYecKMii apTpUT, Icopuas
(myTauus rera CARD14) [2].

OcHoBHbIe xapakTepucTuku AB3:

* OTCYTCTBIUE ay TOAHTUTETL;

* IEPUOANYIHOCTb 060CTpeHNMIT;

o XapaKTepHasl [UTUTEBHOCTh 060CTPeHNIt;

o 061y XapakTep 060CcTpeHnil (II0X0XKee TeYeHE);

o OOBIYHO HAOIONAIOTCS MHTEPBAIbI 0€3 KIMHMYECKNX
TIpOABJIEHNI;

« pasBuTHe cepo3nTa (mouty npu moboit popme ayroocna-
JIeHUA);

e apTpanryA BCTPeYaeTcs dallle 4eM apTpUT (WM apTPUT C
OIIpeeNIEHHBIMM CHHPOMAMMN);

* JaCcTOE pasBUTIE AMIIONHO03a (C IIO3AHUM [VATHOCTIPO-
BaHIEM);

* BBICOKasA 3QQeKTVBHOCTb aHTH-MHTEp/IeiiKNH-1 (aHTu-
WJI-1) tepamuu (o cpaBHeHuo ¢ antu-OHO-a Tepamnmeri);

o TIOBBIIIEHVE YPOBHS JIaOOPaTOPHBIX MapKepoB BOCIIA-
TIeHUS;

e BCTPEYAETCA C OJMHAKOBONM YacCTOTONM KaK MY>K4MH, TaK
U Y KEeHIL[IH;

o TIOJIOKUTE/IbHBIN CEMEIHbIN aHaMHe3 (BO3MOYKHO, IMEET
STHUYECKUI XapaKTep).

B Hacrosiee BpeMA U3BeCTHO 6osee 30 reHOB, MyTaIlUN B
KOTOPBIX IIPMBOMAT K pasButuio AB3, Hanbosee pacrpocrpa-
HEHHBIMM M XOPOIIO M3y4YEeHHbIMM ABNAIOTCA renpl NLRP3,
TNFRSF1A u MVK.

STy reHbI BBI3BIBAIOT PasBUTHE CIEAYIOIINX OCHOBHBIX MO-
HOTeHHBIX AB3: KpHOmMpuH-acCOLMMPOBAHHBIX MEPUOAIYe-
cknx cunppoMoB (Cryopyrin-associated periodic syndromes,
CAPS); mepmopmdeckoro CUHApOMa, acCOLMMPOBAHHOTO C
MyTalueli TeHa perenTopa ¢axkropa Hekposa omyxomu (TNF-
receptor-associated periodic syndrome, TRAPS); curppoma
TUIIepUMMYHOITIOOyIHeMuY [/ neduiiita MeBaTOHATKIHASBI
(Hyper-immunoglobulinemia D-syndrome, HIDS) [3,4,5,6,7].

CoBpeMeHHas KTaccuUKanys ay TOBOCHATATETbHbBIX
3a00/IeBaHMIL:
I. HacnedcmeenHast nepuooudeckas nuxopaoxa (munuutoe
HapyuieHue PyHKYyUU uHPnammacom):
1. CemeitHas cpemuseMHOMOpcKast muxopagka (FMF).
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2. Cungpom rumnep-IgD (HIDS unu MKD — gedurut
MeBaJIOHaTKIMHA3hI).

3. CAPS (xpuonyupyH-acCOLMMpPOBAaHHbIE NepUOAYe-
CKHe CMHIPOMEBI).

4. TRAPS (mepmopyyecknii CUHEPOM, aCCOLMMPOBAH-
Helit ¢ petenropom PHO-a)

5. MeduUUT eCTeCTBEHHDBIX aHTAaTOHUCTOB PELENTOPOB
(peuentop VMJI-1 = medUINUT aHTATOHUCTA PeLieNITOpPa UH-
tepneiikuna 1-DIRA; penentop MJI-36 = gedunut anraro-
HUCTa pelienitopa nHTeprneiikiHa 36-DITRA).

II. ITuozennwvie 3abonesanus Koxcu u xocmeii (803mMoxcHOE
yuacmue uHGAAMMACOM U OPY2UX MEXAHUSMOB):

1. XPMO (xpoHMYecKuil pequfuBUpyoIuil Myn1bTdo-
KaJIbHBIJI OCTEOMUENNT).

2. Cuagpom SAPHO (cmHOBMT+aKHe+ITyCTy/Ie3+TUIIep
OCTO3 ¥ OCTHUT).

3. Cunppom PAPA (muoreHHBIN apTpUT+TaHTPEHO3HAA
IUOePMUA+KICTO3HOE aKHe).

II1. Ipanynemamostovie 3a601e6aHUS (HApyuleHue
akmusayuu NFkB u nepedauu cuenanos nocpedcmsom
HI-10):

1. Bonesup KpoHa ¢ panHrM HavanoM 3a00/1eBaHMsL.

2. Cunppom bray/capkonios ¢ paHHUM HadaloM 3a6o-
NeBaHMA (TEeTCKUI TPaHy/IeMaTO3HBII apTPUT)

IV. Mouonamuueckue cunOpomui + uHble HO307I02UteCKUE
eOuHUY bl (HeSCHVIT namozenes, 603MONCHO yuacmue
uHprRAMMACOM):

1. Cunppom PFAPA (nepmopmyeckas nuxopapnxa, da-
puHTUT, TuMbageHonaTs, adThI).

2. Cungpom MIuaniyep.

3. bonesup Crunna (CUCTEMHBIN IOBEHUIbHBIN UAMOIIA-
TUYECKUIT aPTPUT).

4. MoHorenHnble ¢popmpl Backynmuta (DADA2, STING-
ACCOLMMPOBAHHBII BAaCKY/IUT C HAYA/IOM BO M/IafleHYeCTBE
(SAVI)) [8].

CHIDKeHMe aKTMBHOCTM MeBaJlOHATKMHA3bl IIPUBO-
nut K pedunury repaHmarepanunmupodocdara (GGPP),
OIHOrO M3 KOHEYHBIX INPOJYKTOB MEBAJOHOBOJ KIUCTIO-
TBI, YYaCTBYIOLIETO B IPEHVIMPOBAHUM BHYTPUKIETOY-
Hbelx G-0€7KOB, U, KaK CIefCTBUE, IPUBOAUT K U3OBITOU-
HOIl aKTMBHOCTU IIPOKACIashl, CMHTe3a MpefLIeCTBEeHHN-
ka uHTepneliknHa-1 (MJI-1)-6eTa u ero akTUBHOI GOPMBI
(5,6,7,8,9,10,11,12,13].

Bonee nmérkmit BapmaHT feduiura MeBaTOHATKMHASHL,
TaK>Xe M3BECTHBIN KaK cuHApoM runep-IgD, BcTpevaeTca
Jalle ¥ XapaKTepusyeTcs MOBTOPSIOIUMUCA SIU30H4aMu
HeOOBSICHUMON TUXOpajgKu 6e3 COmyTCTBYHOIel MHpeK-
1uu. [Tofo6HbIE MPUCTYIIBI COMPOBOXAAIOTCA YTOMIAEMO-
CTBI0, 03HOOOM, 6OISAIMU B KMBOTE, OTEKOM MOPAXKEHHBIX
numdarudeckux ysnos (mmmbaeHOIaTs), ChIIbI0, BOC-
mmajzieHreM cyctaBoB (aptput) m 6onbio (aprpanrus). Ho-
[IO/IHUTEIbHbIE CUMIITOMBI BKIIIOYAIOT TOIIHOTY, JUAPEIO,
PBOTY, TONOBHbIe 60/MM, HeOOIbLIME SA3BBI BO PTY M aHO-
MaJIbHOE yBelTudeHue TIe4eHN U Celle38HKM (rernaToCIIeHo-
Meranus). CblIlb IpefiCTaBIeHa B BIJie SPUTEMaTO3HBIX IIA-
TeH U Iany/l. Y HeKOTOPBIX JIIofieil HabmogaeTcs Kallenb 1
BOCIIajIeHe 3af{Hel CTeHKY I70TKu (¢apuurut). B pesyns-
TaTe [JIUTENIbHOTO TedeHUs 3abO0/eBaHMs PasBUBAIOTCS
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Pucynok 1. HazeTs!l Ha He6HBIX MMH/aTMHAX B IIPUCTYIIHBII epuof (cO6CTBeHHOe HAb/TIOneHNE).
Figure 1. Raids on the palatine tonsils during the onset period (own observation).

TaKye OCIOXHEHMs, KaK aMIION/ 03 IT04YeK, KOHTPAKTypbl
CYCTaBOB I CHaiiky 6proIHoI monoctu [14,15,16].

Ilenv uccne0o8anuss — MPefCTABUTh KIMHNYIECKOE Ha-
OmofieHNe ay TOBOCIIAINTENIBHOTO 3a00/IeaHns y malyeHTa.

Marepuansl 1 METOABI
ITpoBenéH aHanMN3 KIVHNYECKOTO C/TyYasi TUIIEPUMMYHO-
rnobymHemuy D (cuHppoMa meduiuTa MeBalOHATKMHA-
3BI) Y A€BOYKMU 8 JIeT.

PesynbTaThl

IeBouka P, 8 meT (24.11.2013 r.p.) oT 4-i1 6epeMeHHOCTHI
Ha (OHe OTATOLIEHHOTO aKYIIEPCKOro aHaMHe3a (2 BBIKU-
IbIIIa Ha paHHEM CPOKe), 2-X CPOYHBIX pofioB. Macca nmpn
poxpennu — 3660 1, oeHka o Anrap — 8/9 6annos. IIpo-
¢$umakTUYecKue NPUBMBKIY 110 MHAMBUAYAIbHOMY KaJIeH/IA-
pio (BLDK, V1 nporus nonuomuenura, V1-V2 npotus Bu-
pycHoro renaruta B). IlepeHeceHHble 3ab6omeBaHnsa — Be-
TpsHas ocna B 1 rox 10 mec., OPBU, dommmkynsipras aH-
IUMHA, OCTPbIl OPOHXUT, OCTPBIIl TOH3U/IAT, NH(DEKIINOH-
HbIJI MOHOHYKJIe03. Hac/ecTBeHHOCTb IO TeMaTo/loTuye-
CKVM, MMMYHOJIOTMYEeCKIM, OHKOJIOTMYECKIM 3a00/IeBaHN-
AM He OTATOlIeHa.

bonbHa ¢ ABYX/eTHEro BO3pacTa, KOIfja IOcCe IepeHe-
CEHHOJI BETPAHON OCIBl BIIEpBble IOABUICA NPUCTYI JIN-
xopagku 10 40 rpajycoB, CONPOBOXAAIOUIMIICA YBeTNIEHMN-
eM HEOHDBIX MUHJA/INH, IOSBIEHIEM Ha HMX THOJHBIX Ha-
JIeTOB U yBe/IMYeHNeM IeitHbIX muMdoysnos (puc. 1). Tan-
HBII IPUCTYI OBbIT paciieHEéH KaK MHQEKIMOHHBII IIPOIec,
KYIIMPOBaH aHTUOAKTEPUAIBHOI TepaIell U IIPIeMOM He-
CTEPOMHBIX IPOTUBOBOCIANUTENbHBIX cpeficTs (HIIBC).

OpHako fanee mof06HBIE SIM30/bI CTAMN PELMANBUPO-
BaTh Kakuple 20-30 mHel ¢ IMTENTbHOCTRIO MPUCTYIa 5-7
nHeil. K TemMneparype 1 yBennueHNIO MUHIAINH CTaIU IpU-
COeMHATHCS KUIIEYHBbIN CUHAPOM B Bufie 60eil B XXMBO-
Te, TOLUTHOTBI, PBOTBL, XKUJKOTO CTY/Ia; apTPa/ITuM, a TAKKe
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Hab/II0aI0Ch TIOBBILIIEHNE BOCIAIUTENbHON aKTHBHOCTH
kxpoBu (CO3 o 28MM/4ac).

BHe mpucTymna COCTOsIHME YHOBIETBOPUTENbHOE, (usn-
4YecKoe Ppas3BUTHME TapMOHMYHOE II0 Me30COMATHYECKOMY
tumy. VIHTennekt coxpaHéH. [lo BHyTpeHHUM opraHaMm 6e3
ocobenHocreit. Pu3nonornueckme onpapaeHNsA B HOPMe.

B TeueHme ropma oTMevasncsA IOJNOXUTEIbHbIN 3PQeKT
Bo BpeMs npuctyna Ha HIIBC B Busie KynupoBaHus nmxo-
pagxu.

C tpéxeTHero Bo3pacrta HabIoOaIACh y MMMYHOJIOTA C
puarosoM «Cungpom Mapiuiajia», BbIAB/IEHA AMCraMMa-
I700y/IMHeM I, B IEPUOJ aTaK IPMHMMAIA [TIOKOKOPTUKO-
crepoupsl (IKC) (mpefHM30/I0H BHYTPb 1 MI/KT C TOTOXU-
TebHbIM 3¢ dekToM). B Bo3pacTe 6-Tu 1eT KOHCYIBTUPOBa-
Ha peBMAaToJIOrOM, IIPOBeJleHbl MMMYHOIOTMYECKME JCCIIe-
moBaHMsA (IKCTparupyemsle sfepHbIe AHTUTENA, AHTUTENA K
KapAMOAUNNHY (CyMMapHble), aHTUTeNa K OFHO-, [BYCIIU-
panbroit [JHK, aHTHTeNIa K OMKINYECKUM LUTPYIINHUPO-
BaHHBIM IENTH/IAM, aHTUTeNa K ¢ocdonunmumam), Bce mo-
KasaTe/ B Ipeflesiax HOpMbL. JJaHHBIX 00 ayTOMMMYHHOI!
natonoruy HeT. B mepuop atak pekomenjosaH npuém I'KC
(metunpen) (1,5 mr/kr). Jlanee BBUAY CHVYDKEHNUS OTBETA Ha
I'KC posa npegHn3omoHa 6b1a HOCTENEHHO 9CKaINMPOBaHA
IO 2 MI/KT B IIepMOf, IPUCTYIIOB.

C y4éTOM [/INTeNbHOTO TedeHMst 3a60/IeBaHMsI M KOPOT-
KJX MHTEPBAJIOB MeX/y aTaKaMJ ¥ OTBeTa TO/IbKO Ha IIOBbI-
menne fo3bt I'KC 0 2 Mr/kr B 7,5 7ieT pe6eHKy 6bLI0 IIpoBe-
IeHO MOJIEKY/ISIPHO-TeHeTYeCKOe UCCIIeloBaHle, B pe3yib-
TaTe KOTOpOro obHapyxeHa myrauus B reHe MVK B 11-m
ak3oHe (V377I) u 9-m ak3oHe (I268T) B rereposuroTHOM
COCTOSIHUM, YTO HOATBEp)KJaeT JUAarHo3 CUHApoMa aedu-
uura MeBanoHatkuHassl (CIMK).

Ilis1 ompeneneHns fajbHeIilell TAKTUKY BefleHNst Oblia
HampaBjieHa B oTheneHue ummyHonorun OI'bY «HMMUI]
ATOM um. Imutpusa Porauesa» Munsapasa Poccun, Kyna
6blTa rocIIUTanM3nupoBaHa B uione 2021 r.
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IIpn mocTymieHny COMAaTUYECKMII CTaTyC CTabGUIbHBIIL,
yMepeHHas runepTpodus MuHganuu (1-2 creneHn) ¢ en-
HUYHBIMU HaJIleTaMIL.

Pe3ynbrarsl 1a00paTOPHBIX TECTOB:

« B reMorpamMmme 6e3 3Ha4MMBbIX OTK/IOHEHMII, yMepeHHOe II0-
Boierre CO3 (go 32 Mm/4ac);

* B OMOXMMIYECKOM aHA/IM3€ KPOBY MUHUMAJIbHASI BOCIIA-
ymrensHas peakuyst (CPB — 10,5 mr/m);

e IO pe3y/nbraraM KOHTPO/IS MMMYHO(EHOTHIMPOBAHNS
muMdoLNTOB NepyudepuuecKoli KpoBY MIPU3HAKOB HAPYILEHUA
cospeBanus T- u B-muMo1uToB He BbISBIEHO;

* YPOBEHDb MEBAJIOHOBOII KICTIOTBI B MOYE YMEPEHHO MOBbI-
meH (0,97 MM/M, nipu HopMme ot 0,1 o 0,7 MM/M).

o HOATBEP)K/IEHME MYTALMN HPSIMBIM CeKEHUPOBAHUEM I10
Cenrepy (y meBouku 1 e€ oTia B reHe MVK B sx3one 11 06-
Hapy)KeHa 3aMeHa OJHOT0 HYK/IeOTH/a B TeTEPO3UTOTHOM CO-
croaHun c.1129G>A, npuopsmas K 3aMeHe aMUHOKUCIOTBI
p-Val3771le (V3771)).

Pesynbrarbl MHCTpYyMEHTAa/IbHBIX
MEeTOJIOB MCCTIEIOBAHILA:

* 9/IEKTPOKapAuorpadus, sxoKkapauorpadus 6es maronorny;

« Y31 opraHoB OPIOLIHOI IOIOCTY ITOKA3a/10 MPU3HAKY He-
3HAYMTENIBHOI TelaTOMeraIni, BHY TPUOPIOIIHOI MdageHo-
HaTuy;

© KOJIOHOCKOIINA 9HJOCKOIIMYECKN — TepMMHaHbeIﬁ[ WJIENT,
Mo OUIMKY/IApHas IMIEPIVIasus TEPMUHATIHOTO OT/eNa
HO/IB3/IOIIHO KVILIKY; BBIIOJIHEHA IO3TaXKHAsA OMOIICHS TOMN-
CTOrO KMIIEYHMKA — MUKPOCKOMMYECKOe OIVCAHUe: MaTepu-
aJl TpefiCTaB/IeH (parMeHTOM C/IM3UCTOI 0OOIOUKY TTOf{B3OLII-
HOJI KMIIKM, B COOCTBEHHOII IUIACTMHKE BBIpaXeHHas1 MMO-
IUTa3MonTapHasA I/IH(i)I/[)'IpraI_U/IH C 6OIII)U_H/IM KO/IMYECTBOM
CETMEHTOAAEPHDIX ]ICI?‘[KOIII/ITOB, TIOBEPXHOCTHDBIMM 3PO3NAMN.
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@OparMeHTHI CIM3UCTON 0OOIOUKY TOTICTOI KMILIKM C MpU3HA-
KaMJ C/1abOBBIPOKEHHOTO OTEKA, IIPUMECBIO IIa3MaTNIeCKIX
K/IETOK ¥ MMQOLMTOB, OTMeYeHbl HEMHOTOUYVCTIEHHbIE JIVM-
donpHbie HOIIMKYIIBL.

3ax/I04eHre: B MICCTI€NOBAaHHOM MaTepyaje IIPU3HAKM akK-
TMBHOTO 3PO3MBHOTO IJ/IENTA, HEAKTMBHOTO PEAKTHBHOTO KO-
Ta. IIpu3HaKy aMmI0MI03a OTCyTCTBYIOT.

Koncynsruposana odransmonorom — OU 6e3 maronornde-
CKIX VI3BMEHEeHMIA.

BeicrasneH guarHo3 «IlepBudHoe nMMyHOREDUIMTHOE CO-
CTOSIHME: ayTOBOCIT/INTE/IbHBI CUHAPOM — CUHAPOM fedu-
I[UTa MeBa/IOHATKMHAa3bl (MyTanus B reHe MVK B 11 sk3oHe
(V3771) n 9 sx3one (1268T) B reTepO3UTOTHOM COCTOSTHUN)».

JlaHHOe 3000/I€BaHNE HOCUT XPOHMYECKUII XapaKTep, Mpu
OTCYTCTBUM KOHTPOJIA BOCHANUTENIbHBIX IPUCTYIIOB BBICOK
PYICK Pa3BUTH aMIION/I03a MIOYEK VI TTOMOPTaHHOM HefoCTa-
TOYHOCTU U APYTUX HECOBMECTMMBIX C XKVM3HDBIO OC/IO>KHEHUI.

VuuThIBasA TsKECTb TeYeHUA 3a00/eBaHus, a TAKXKe Haju-
Yye y MalyeHTa pelyANBUPYIOINX SMU30[0B BBICOKOII JINXO-
PazKu, COPOBOXKAAIONIENICA YBe/MYeHieM HEOHbIX MUHIAIIVH,
KMIIEYHBIM CHIPOMOM, TOLIHOTOI ¥ apTPaNTUAMMI, B PaMKax
TOCTYDKEHVA U MOIep>KaHMsl peMUCCHM IeBOYKe Ha3HaYeH MO-
HOK/IOHa/IbHBI MHIMbuTOp VJI-1b Kanakunyma6 (Mnapuc) B
nose 75 mr 1 pas 8 Hefenb, MOAKOXKHO, 110 YKM3HEHHBIM II0Ka-
3aHMAM.

Yoxe mocrie IepBOro BBefleHNA TperapaTa MeXXIIPUCTYIIHbI
TIepyon, yBemmamica o 50 gHe.

3aknoueHne
Bcem peTaM ¢ cHIPOMOM IEPUOAMYECKOI IMXOPAJKY 110-
Ka3aHO TeHeTHYeCKOe JICCIeOBaHMe [/l CBOEBPEMEHHOIT [iya-
THOCTMKI PEKIX ayTOBOCIA/INTENTbHBIX 3a00/IeBaHNIT, Ha3Ha-
JeHNA MAaTOTeHeTUYECKOl Tepaly I yIydlleHe KadecTBa
JKM3HU N HpeHYHPC)KHCHI/IH OCJ'[O)KHeHI/Hu/[.
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