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Pecbepat. BeedeHue. PFAPA-cMHOpPOM ABNsieTCH Hanbornee 4acTon NPUYNHOM NEPUOLNYECKON NINXOPAaKM Y AeTewn.
HecmoTps Ha AaBHIO UCTOPUIO U3yveHUs 3aboneBaHus, 3TUOMOMMA U naToreHe3 3aborneBaHWNs OKOHYaTeNbHO He
yCTaHoBneHbI. Ljesib — aHann3 Hay4yHo MeguLMHCKON nutepaTtypbl, nocesaweHHon PFAPA-cuHgpomy (cvHgpom Map-
wanna) ¢ npegocTaBfieHMeM cobCTBEHHOIO KNMHUYeckoro Habnoaenusi. Mamepuan u memoosi. NpoBeaeH aHanua
MEeAMLUMHCKON NuTepaTyphbl, NOCBALLEHHOW AaHHON npobneme. MNpeacTaBneH KMMHUYECKWIA criydan HabnogeHus pe-
6eHka ¢ cuHgpomom Maplanna. Pesynbmamal u ux o6cyxdeHue. MNpupoaa 3aboneBaHns cBszaHa € LUTOKMHOBOM
ANcyHKUMEN N HapyLLeHeM perynsaumm nHnammacombl, YTO MO3BOMNSET OTHECTU ero K ayToBOCNanuTenbHbIM CUHA-
pomam. [lnarHocTuka 3aborneBaHns OCHOBaHa Ha KIMHUKO-aHaMHECTUYECKNX KPUTEPUSX, CNELUMPUIHOCTb KOTOPbIX B
nocneaHue rodbl CTaBUTCS MO COMHEHWE; CEeroaHs NpeaiaralnTcs HOBble AnarHocTuyeckue kputepun. Hecmotps Ha
OTCYTCTBUE ABOWVHbIX CMenbIX PaHAOMU3MPOBaHHbLIX KIMMHUYECKNX NCCriefoBaHunii, MeeTcst 6oraTblvi ONbIT TepanesTu-
YecKkux NoAxoaoB k nedveHnto PFAPA-cvHApOMa, BKKOYAOLLIMIA MCNOMb30BaHUE MIOKOKOPTMKONA0B, KONXULMHA U TOH-
3unNnakTomumn. NpreeaeHHbIN KNMHUYECKUA MPUMEP UNNOCTPUPYET Npobnemy nosaHen anarHoctukm PFAPA-cuHgpoma,
3P (PEeKTUBHOCTb MCNONb30BaHUS IMIOKOKOPTUKOMAO0B ANA KYNMPOBaHWSA aTak Tepanuy NepBon NMHUK, a Takke Heobxo-
AVMOCTb MCNOMNb30BaHWUS pasfnyHbIX TepaneBTUYeCcKknX NOAX0oA0B 1 AnddepeHLnansHOro AmarHo3a ¢ MOHOFeHHbIMM
ayToBOCNanuTenbHbIMY 3ab60neBaHUSIMU NPU CIIOXKHbIX CIyYasix Te4eHns 3abonesaHus. Bbieodsbl. PFAPA-cuHopom —
Hanboree YacTbll CUHAPOM HaCNeACTBEHHON Nepuoanyeckon nuxopaakn. ToyHas anugemunonorus sabonesaHns He
n3dyyeHa, 0fiHaKo npeanonaraeTcs, YTo KONMYeCcTBO AUArHOCTUPOBAHHbLIX CIlyYaeB CyLLEeCTBEHHO MeHbLUe pearibHON
pacnpocTpaHeHHOCTW 3aboneBaHus. B HacTosiLLee BpeMs MPOBOAATCH NOMbITKN NEPeCMOTPETL KpUTEPUN ANarHOCTUKM
PFAPA-cuHgpoma. HecMoTps Ha OTCyTCTBUE PaHAOMU3NPOBAHHbIX ABOVHbIX CMEnbIX KINMHUYECKUX UCCNEfOoBaHNA Ha
CeroAHsLIHMI AeHb, TepaneBTMYeckas TakThka NPoaomKaeT COBEPLUEHCTBOBATLCS.

Knroyeenie crioga: PFAPA-cuHapom, cuHapom Mapluanna, A4eTun, nepuoanyeckne nmxopagodHble CUHAPOMbI, NeYeHue.
Ansi ccbinku: CoBpemMeHHbIn B3rnsg Ha npobnemy PFAPA-cuHgpoma (cvHgpom Maplwanna) y aeten (KnMHu4eckoe
HabnogeHwe) / U.A. NytdpynnuH, C.O. CanyruHa, M.A. JammHoBa, /.M. Ma3nsos // BeCTHNK COBPEMEHHOM KITMHNYECKOW
MeauumHbl. — 2021. — T. 14, Bbin. 4. — C.78-84. DOI: 10.20969/VSKM.2021.14(4).78-84.
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Abstract. Background. PFAPA syndrome is the most common cause of recurrent fever in children. Despite the long
history of the disease, the etiology and pathogenesis of the disease have not been definitively established. Aim. Analysis
of the scientific medical literature on PFAPA syndrome (Marshall syndrome) with the presentation of personal clinical
observation. Material and methods. An analysis of the medical literature devoted to the problem has been performed.
A clinical case of a child with Marshall syndrome is presented. Results and discussion. The nature of the disease
is associated with cytokine dysfunction and dysregulation of the inflammasome, which allows it to be classified as an
autoinflammatory syndrome. The diagnosis of the disease is based on clinical and history criteria, the specificity of which
has been questioned in recent years; new diagnostic criteria are now proposed. Despite the absence of double-blind
randomized clinical trials, there is a wealth of experience with therapeutic approaches to PFAPA syndrome, including
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the administration of glucocorticoids, colchicine, and tonsillectomy. Our clinical example illustrates the problem of
late diagnosis of PFAPA syndrome, the effectiveness of using glucocorticoids to control attacks as first-line therapy,
and the need for different therapeutic approaches and differential diagnosis in complicated cases of monogenic
autoinflammatory diseases. Conclusion. PFAPA syndrome is the most prevalent hereditary periodic fever syndrome.
The exact epidemiology of the disease has not been studied, but it is assumed that the number of diagnosed cases
is significantly lower than the actual prevalence of the disease. Attempts to revise the diagnostic criteria of PFAPA
syndrome are currently underway. Despite the lack of randomized double-blind clinical trials to date, therapeutic

strategies continue to improve.
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PFAPA-cuHgpom (cuHgpom Mapwanna) — aTo
nepuoamnYecKnii CUHAPOM, BKMOYaoWmin B cebsl nnxo-
pagky (Periodic Fever), acdTo3Hbin ctomatuT (Aphthous
stomatitis), bapuHrut (Pharyngitis) n wenHbIn numda-
aeHuT (cervical Adenitis). 3a6onesaHne Bnepsble 6bI10
onucaHo B 1987 r. [1]. HecmoTpsa Ha TO 4YTO NepBble
onucaHna PFAPA-cuHapoma B Poccun OTHOCATCS yxe
K koHUy 1980-x rogoB, NpucTanbHbIA MHTepec K 3abo-
fieBaHUo CO CTOPOHbI NPAKTUYECKON MeaNLIMHbI Havan
nosiBNsATbes B Havane 2010-x rogos [2]. AnarHocTuka
3aboneBaHNa OCHOBaHa TOMbKO Ha KAWHUYECKUX U
aHaMHECTUYECKMX AaHHbIX U He TpebyeT JoporocTosi-
LLlero reHeTUYeckoro obcnegoBaHus, O4HaKoO MMeeTcs
onpeaeneHHas runoamMarHoctuka sabonesanus [3]. C
y4YeToM B Lierniom Ao6pokadecTBeHHON Npupoabl 3abone-
BaHWs, He YCTaHOBMEHHbIV BOBPEMS ANarHo3 He BedeT
K HebnaronpuaTHOMY UCXOAY VMW UHBanuausauuu,
OOHAaKO NP 3TOM CHKAETCS Ka4eCTBO XM3HM NauneHTa
Ha MHOro NeT, U NauueHT nornyyaeT HeonpaBAaHHYHo
MaCCUBHY aHTMMUKPOOHYtO Tepanuto [4, 5].

Anudemuonozusi. HecMoTps Ha yTBEPXAEHME, UTO
PFAPA-cuHopoM siBnsieTcs Hamboree YacTon NpUYnHon
nepuoanyeckon NMxopaak1 y aeten [6], sanugemmonoru-
YyecKue nccrnegoBaHus eanHUYHbI, OLleHOYHas YactoTa
3aboneBaHua — 2,3 peberka Ha 10 000 [7]. debtoT
PFAPA-cuHgpoma npuxoguntcst Ha Bo3pacT 2-5 net u
Yalle Bcero 3akaH4yvBaeTCsa CMOHTAHHOW pemMuccuen K
NnoApOCTKOBOMY BO3pacTy. 3aboneBaHne MMeeT NaHaT-
HWYECKUI XapaKkTep, He OTHOCUTCH K onpedereHHOMY
reorpadMyeckomMy pPernmoHy, He UMeeT CE30HHOCTM.
Heckonbko valle Habnitogaercs y mMans4nkoB, Yem y
OeBOYEK.

Haumnasa ¢ 2008 r. HakannmBaTCca COOOLLEHNSA O
anarHoctuke PFAPA-cuHOpoma y B3pocChnbIX Noaemn Mo-
noporo Bo3pacrta. HecmoTps Ha nogaensioLLee npeob-
nagaHvie geten B NonynsaumMm naumeHToB, CErogHs aTo
3aboneBaHne HenpaBuUIbHO CYUTAaTb UCKITHYUTENBHO
neguatpuyeckum [8].

Amuonozusi u namozeHe3. JTNonorusa n natore-
He3 3aboneBaHns OCTAKTCS HE 0 KOHLIA U3YHEHHbIMU.
Haunbonee BeposaTHa MynbTUdakTopransHas npupoga
3aboneBaHusi, CBA3aHHasi C aHoMarlbHbIM UMMYHHbIM
OTBETOM U HEYTOYHEHHbLIM MH(PEKLIMOHHBIM TPUITEPOM.
MexaHn3m pasBuTUS crHOpPOMa CBA3aH C gucpery-
naumMen BpoOXOEHHOro MMmyHuTeTa [9], LMTOKMHOBOW
ANCPYHKLMEN N HapyLLUEHUeM perynaumm nHgpnamma-
COMbI — «MYNbLTUNPOTEMHOBOIO LIUTOMMa3MaTU4eCcKoro
KOMIMMEKCa, 3aKITlOYEHHOro B Makpodgarax nm HemTpo-
dunax, KOTOpbIN UrpaeT BaXHyK pofb B CUCTEME
BPOXOEHHOTO MMMYHUTETA, perynupys obpasoBaHue un
ceKpeLmio npoBocnanuTenbHbIX LMTOKUHOB NPU KOHTaK-
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Te KNEeTOK X035iMHa C MUKPOOpraHu3mMamu unv apyrumm
HenHdEKUMOHHbIMK areHTamuy [3]. 3aboneBaHue He
nUMmeeT 3aKOHOMEPHOro ceMenHoro HacnegosaHus [10],
OOHaKo B nocrnegHue rofbl BbisiBNieHa CUITbHasi cemen-
Hasi knactepusaums [11]. Y ntogen ¢ PFAPA-cuHgpomom
Takke BbISBNATCA 0COOble BapuvaHTbl FEHOB, OTHO-
cawmxes K nHgnammacome (B ocobeHHoctn NLRP3
n MEFV), 4to gaeTr BO3MOXHOCTb NPeAnonoXnTb UX
NpUYacTHOCTb K NaTtoreHesy 3aboneBaHns, 0OgHaKo pe-
neBaHTHas CBA3b C 3TUOMoOrnen He gokasaHa [12, 13].

B 3anagHon nutepatype 3aboneBaHne OTHOCAT K
«Hereditary Periodic Fever Syndromes» — «cuHapo-
My HacneacTBEHHOW Nepuoauyeckon NUXopagku».
C Toukn 3peHnsa natoreHesa PFAPA-cuHgpom — 310
ayToBocnanuTtenbHoe 3abonesaHune. O6GLwenpuHaTas
Knaccudukauma aytoBocnanuTenbHbIX 3aboneBaHui
Ha CerogHsALWHWN AeHb OTCYTCTBYET, O4HAKO B npeana-
raemMbIx paboumx knaccuukauusix 3Ty reTeporeHHyo
rpynny 3abonesaHun pa3genstoT Ha Hac/1edCmeeHHbIe
[MOHOreHHbIe, Takne kak cemenHasi cpegm3eMHOMOop-
ckasa nuxopagka (FMF); nepnogmyecknini CUHLPOM,
cBsA3aHHbIV ¢ kpronupuHom (CAPS)] n mynbmugbakmo-
puarnbHble. Npeobnagatowmin B3rNag Ha BO3HUKHOBE-
Hune PFAPA-cnHapoma cerogHsi — 310 npuobpeTeHHoe
ayToBocnanurtensHoe 3abonesaHne C NOMUreHHOM U
MynbTUdakTopmnansHon npupogon [9].

HuazHocmuka 3aboneesaHusi. Kputepum 3abone-
BaHWA, n3Ha4yanbHo npeanoxeHHble Marshall et al. n
HEeCKOmnbKo MogmduumMpoBaHHble B ganbHenwem [14],
BKITHOYaIOT B Ce0S:

1. MNepuoamnyeckne ann3oasl nuxopagku geboTnpy-
I0T B BO3pacTe 40 5 NeT 1 NOBTOPSIOTCS C perynspHbIMU
MHTepBanamu B guanasoHe ot 26 go 30 gHewn.

2. Obwye cUMNTOMbI HapyLLUEHWS COCTOSIHWSA B OT-
CYTCTBME NPU3HAKOB OCTPOI PECNUPaTOPHON BUPYCHON
WH(peKUUN B COYETaHMN C OAHUM U3 HMKEYKa3aHHbIX
CMMNTOMOB:

a) apTO3HbIN CTOMATUT;

b) wenHbIN NnumdageHnT;

C) TOH3MNANT (hapuHrnT).

2. MNonoxwTenbHble nabopaTopHble Mapkepbl OCTPO-
ro BocnaneHus:

a) NenkoLmnTO3;

b) yBennyeHHas ckopocTb ocedaHus 3puTPOLMTOB.

4. MNopasnTenbHO BbICTPLIN OTBET HA KOPTUKOCTE-
pouapl.

5. MNonHoe oTcyTCcTBME cMMNTOMOB 3aborneBaHus
MeXay nuxopagkamu.

6. HopmanbHble uanyeckoe M HepBHO-NCUXUYe-
ckoe pasButne pebeHka.

7. BbiagopoBrieHve K NoapoCTKOBOMY BO3pacTy.
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HecmoTpsi Ha MHOroneTHee MCNonb3oBaHWe 3TUX
KputepuneB ons guarHoctukn PFAPA-cnHgpoma, nme-
OTCS YKa3aHUS Ha HU3KYK CneundUYHOCTb 3TUX Kpu-
TepueB [15]. OToO ANKTYET HEOOXOAMMOCTL BKITHOYEHUS
B Kpyr AnddepeHLmansHOro agnarHosa npounx ayto-
BOCManmMTENbHbIX 3a00neBaHuii Npu UCNONb30BaHUN
OaHHbIX KpuTepueB; anddepeHumanbHbli UarHos
OOIMKeH ObITb OCHOBaH Ha AaHHbIX aHaMHe3a, KNnMHu4e-
CKOW KapTWHbI 3aboneBaHus, a Takke Ha reHeTUYEeCKNX
nccneaoBaHusIX.

Hwuskasa cneumduryHOCTb OOLLENPUHATBIX KpUTe-
pUEB OMArHOCTUKM MOATANKMBAET K HEOOXOOAMMOCTH
pa3paboTKkM HOBbIX AMArHOCTUYECKUX UHCTPYMEHTOB.
pynnon uccneposatenen Childhood Arthritis and
Rheumatology Research Alliance (CARRA) B 2020 . B
pamkax pas3paboTKM COrmacoBaHHOIO MiiaHa feyeHus
(consensus treatment plan) 66111 NpeanoXeHbl HOBblE
KpUTEPUUN ONArHOCTMKM 3aboneBaHusi, UMetoLne psa
BaXHbIX YTOYHEeHWU [16]. Bo-nepBbix, Oblna yTouHeHa
NPOJOIMKMUTENBHOCTL aTakn 3aboneBaHus B 3—7 AHeN
(ans ucknioyeHns cnyvaes Apyrux aytoBocnanutenbs-
HbIX 3aboneBaHWUin, HanpuMmep, ceMenHom cpeamnsem-
HOMOpPCKOW nuxopagku). Bo-BTopbIX, npeanoxeHa
HeobXxoaAMMOoCTb 6 1 6onee aNnM3040B A4S AUArHOCTUKN
PFAPA-cvHapoma (4ns UCKIMIoYeHNS 3NoKaYeCTBEHHbIX
3aboneBaHUii M PEKKYPEHTHBIX HAeKUMI). CoxpaHsieT-
CS1 BXKHOCTb UCKITFOYEHNUS LIMKITUYECKOW HENTPOMNEHN
npun nogo3peHnn Ha PFAPA-cuHgpom. B-TpeTtbux,
BBOAUTCA OOHO3HA4YHOE onpeaerneHve MoHATUSA «ne-
puoamnyHble atakuy». B-4eTBepThbIX, KpUTEPUIA Havana
3aboneBaHNs B BO3pacTe MeHee 5 neT He cuuTaercs
HeobxoauMMbIM (mabs. 1).

B Hauvane 2019 r. rpynnon akcneptoB Gbinv npea-
NOXEHbI KINTMHNYECKNe KnaccugurKaLMoHHbIEe KpUTepun
PFAPA-cuHgpoma ang peructpa Eurofever n ans mex-
AyHapogHon opraHusauun Paediatric Rheumatology
International Trials Organisation. Qkcneptamu npegsio-
XeHbl 8 KpUTEPUEB, KAK MMHUMYM 7 U3 KOTOPbIX JOMKHbI
ObITb BbINOMHEHbI [17].

1. Hanuune y naumeHTa: a) (bapuUHrOTOH3MMNNTA;
b) npogomxuTensHoCcTN anu3onoB 3—6 AOHew; C) Lwen-
Horo numdagennTa; d) NepuoanyHoOCTH.

2. OTcyTCcTBME Yy NaumeHTa: a) guapeu; b) rpyaHon
6onu; c) ceinu; d) apTpuTa.

ABTOpbI YKa3blBalOT Ha BbICOKYI CneundUYHOCTb
(93%) n yvyBcTBUTENBLHOCTL (97%) NPEanoXeHHOoro
WHCTPYMEHTa, 0gHaKo HeobXoAMMO NMETL B BUAY, YTO
KnaccuukaLMoHHbIE KPUTEPUN HE SBMSIIOTCSI SKBUBA-
NEHTOM AMAarHoCTUYECKMX KPUTEPMEB, OCHOBHAsA LieNb
MX UCMONb30BaHWs — (HOPMMPOBaHME KOTOPT Ansi Npo-
BEAEHUSA KIMHUYECKMX UCMbITAHUNA.

Tepaneemu4yeckue nodxo0dni Kk PFAPA-cuHO-
pomy. B HacTosllee BpeMsi OTCYTCTBYHT OBOWNHbIE
cnenble paHAOMU3MPOBaHHbIE KITMHUYECKME UCCre-
[oBaHus, nocegdlleHHble nevyeHuo PFAPA-cnHgpoma,
4YTO OOBACHAETCS CNOXHOCTBIO NPOBEAEHMS MOJ0OHbIX
nccnegoBaHui Ans pegkux 3abonesaHuin, 0co6eHHO
B JETCKOWN npakTuke. AnbTepHaTUBOW Takum Uccneno-
BaHMAM MOXET ObITb KOHCEHCYCHOE pelleHue — pas-
paboTKa cornacoBaHHOro niaHa fevyeHns (consensus
treatment plan), KOTOpbIN, HECMOTPS Ha ONpeAeneHHbIe
He[oCTaTKu, MOXET AaTb BECbMa TOYHbIE PEKOMEHAa-
LMK NS npakTuyeckon meguumHel. MogobHbIM cnoco-
6om Obinu paspaboTaHbl pekoOMEHAALUN MO NIEYEHWIO
HEKOTOPbIX PeAKuX peBMaTuyecknx 3aboneBaHun
B NeguaTtpumn: HOBEHUNbHbBIN BONMYAHOYHbIN HEPUT,
CUCTEMHBIN BapuaHT HOBEHUIIBHOIO MAMONATUYECKOro
apTpuTa, OBEHUIbHbIN AepMaToOMUO3UT 1 ap. Heobxo-
ONMO y4nTbIBaTb, YTO pekomMeHaaumm, paspaboTaHHble
TaKMM METOAOM, He SIBMSIOTCA CTaH4APTOM BeLeHMUS
3aboneBaHusi, a NPOCTO OTpaXKatoT Hambonee obLyenpu-
HATble MEeTOAbl BEAEHMS NALUNEHTOB C ONpeaeneHHbIM
3aboneBaHneM.

Mcnonb3yemble Ha cerogHs cnocobbl meaun-
KaMeHTO3HOro neyeHuns saboneBaHua npueepe-
Hbl B mabn. 2 [6], cywecTByeT TakkKe Xupypruye-
cknin metopn 3aboneBaHUa — TOH3UNNIKTOMUS (UK
TOH3UINAKTOMUS+a4EHONOOTOMMUST).

CornacoBaHHbIN NnaH neyvenunst, paspaboTka KoTo-
poro npeanaranacs CARRA B 2020 r. [19], BkntoyaeT
B cebs yeTblpe BapuaHTa TepaneBTUYECKOW TaKTUKK:
MCMONb30BaHNE aHTUMMPETUKOB A1 KyNMpOBaHUS aTak
3aboneBaHusi, MCMONb30BaHNE KOPTUKOCTEPOUOOB ANst
KynMpoBaHusa aTtak 3abonesaHus, NpodunakTnyieckoe

Ta6nuuya 1

KpuTepum BKMOYEHUA/MCKITIOYEHMA NaLMeHTOB AN pa3paboTku cornacoBaHHOro nnaHa nedeHus PFAPA-cuHgpoma
(CARRA, 2020)

Table 1

Patient inclusion/exclusion criteria for developing an agreed treatment plan for PFAPA syndrome (CARRA, 2020)

XapakTepucTuka nauneHToB (Bce
KpUTEPUU OOMKHbI GbIThb YO0BMET-
BOPEHbI)

* 3—7 oHen nuxopagku (nuxopagka ypoBHs 39°C MUHUMYM 3 OHS 3@ Kaxabli aNn304).
* 6 unv Bonee perynsapHbIX aNM3040B.

» OnpepenexHne perynsipHocTy:

- ecnu uukn 3abonesaHuna gnutca 2—-4 Hea, gonyctvma BapuabenbHocTb B 1 Hep,;

- ecnu uukn 3abonesaHna gnutca 5-8 Hea, gonycTvma BapnabenbHOCTb B 2 Hef.

* OnNu3oa JOMKEH NpoTeKaThb ¢ (hapyUHIMTOM, B OTCYTCTBME (hapuHruTa HeoBXoAMMO Hanuume
OAHOBPEMEHHO athTO3HOTO CTOMAaTUTa U LIENHOTO NMUMdaeHuTa.

» HopMarnbHblii pocT 1 pasBuTUE NaumeHTa.

« OTBeT Ha Tepanuio rMIKOKOPTUKOMAaMY (ECNU OHU HAa3HaYeHbl BO BpeMst anm3oga). OTeeT
onpefenseTcs kak 3aBepLueHne NMxopasaku B TedeHre 24 4 nocre HasHaueHWst CTepOUAHOTo
npenapata B 3KBMBareHTHOM Jo3e 2 MI/kr npegHu3oroHa (He Gonee 60 Mr) B BUAe ofHO-
KpaTHOro Npyema U1 pasaeneHHoro Ha Aga npvema

Kputepum nckroueHns

* [poune yTouHeHHbIe ayToBOCManuUTeNbHbIE/ayTOMMMYHHbIE 3aborneBaHus.
* ImmyHooepunumThl (Hanpumep, LMKNnYeckas HEWTPONeHus!).

» 3nokavecTBeHHble 3abonesaHus.

* ViHdekumm
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Ta6bnwuya 2

Ucnonb3yembie Ha cerogHs MeauKaMeHTO3Hble MeToabl neyeHusi PFAPA-cuHapoma

Table 2
Currently used drug treatments for PFAPA syndrome
Mpenapar [osnpoBka Mpumeyanne
JleveHue amak 3abonesaHusi
MpegHn3onoH 0,5-2 mr/kr yepes poT B 1-i AeHb NXopaaku Bo3MoXHO NOBTOpEHMNE npuema Ha 2-i AeHb,
€Ccnv NuxopagKa coxpaHsieTcs
BetameTa3oH 0,2 mr/kr Yepes poT B 1-11 AeHb NUXOPaaKu Bo3MOXHO NOBTOpEHMEe npuema Ha 2-i AeHb,
€Cnu Nxopagka coxpaHsieTcs
lpogbunakmuyeckoe fieHeHue
KonxumumH 0,5-1 Mr B AeHb Yepes poT [acTpouHTeCTMHarbHbIE NO6OYHbIE 3DEKTbI
Lnmetnamu 20—40 wmr/kr/geHb Yepes poT Hwuskasa adhpekTnBHOCTL
AHakuHpa 1 Mr/kr/geHb NOAKOXHO B NEPBHIN AHanus «3atpaTtbl-aPEeKTUBHOCTb»
1 BTOPOW AE€Hb NNXOPaaKM

rnevyeHmne KoNxXMUMHOM Unn LMMETUONHOM, TOH3UNAK-
TOMUS (BbINOMHEHHAsA OTAENbHO UMW B COYMETaHUU C
ageHomagoToMuen).

Mcnonb3oBaHre aHTUNUPETMKOB 4115 KynMpOBaHWs
aTtak 3aboneBaHus nokasbliBaeT 6onee BbICOKYH -
PEKTUBHOCTb HECTEPOUAHBIX MPOTUBOBOCNANUTENBHBIX
CpeacTB B CpaBHeHUM ¢ napaueTtamornom. B cuny ceoen
HebornbLLOo 3pEKTUBHOCTI ITOT METOA MOXET ObITh
MCMonb30BaH TOMbKO B CyYasx OTKasa pogutenemn unm
naumeHTa OT NObIX APYrMX METOAOB NEYEHNSI UMK Ha
aTane ycTaHOBMNEHWs1 AuarHosa [6].

Haunbonee obLenpuHsaTeIM 1 3¢hPEKTUBHBIM METO-
AOM KynupoBaHus atak 3aboneBaHuns SBASeTcs npuem
rMIOKOKOPTUKOMAOB Yepes poT [4, 18], KoTopbI Npu-
BOOUT K ObICTPOMY YMNyuLLEHWI0 COCTOSIHWUS NauueHTa
UNn gaxe «0OPbIBY KIMHUYECKOW KapThHbI» B TEYEHNE
HeCKOnbKunx YacoB. Vcnonb3oBaHue rnoKOPTUKOUAOB
NMMUTUPYET TOoT hakT, 4To B 25-50% uncnonb3oBaHne
rNIOKOKOPTMKONAOB MPUBOAUT K YKOPOUEHUIO UHTEp-
BanoB Mexay atakamu 3aboneaHus [7], a Takxke
He npefoTBpallaeT nocrnegylowune atakm 6onesHu.
BakHbIM acnekToM Takke SBnsieTcst 06eCnoKOEHHOCTb
poauTerne No NoBoAy Npuema rmioKoOKOPTUKONAOB, He-
CMOTPS Ha OTCYTCTBME COOOLLEHNA O CePbe3HbIX MOBOY-
HbIX achbdekTax (B cuny HebonbLUOKM 403kl Mpenaparta).

MeHee 0gHO3Ha4YHOW ABNAETCH NPaKTUKa UCMonb30-
BaHWS KONXMLUMHA U LUMETUAMHA, 3 (EKTUBHOCTb 3TUX
npenapaToB NPUHATO cyMTaTb orpaHndeHHon [10, 16].
LinmeTnamnH ncnons3oBanca Ans npounakTnyeckoro
neyvenusa PFAPA-cugpoma B 1990-x rogax, cendac no-
NbITKM MCNOMb30BaHUS 3TOrO NMpenapara NpaKkTU4eckn
npekpaTunmchb B cuny HeaddeKkTMBHOCTN MeToaa. B He-
KOTOPbIX MCCIIEA0BaHMAX MOKa3aHo yBENMYeHe Mexay
WHTepBanamu atak 3aborneBaHns Npy UCNonb30BaHUN
konxuumHa [19], 4To nNo3BonseT cynTaTb KOMXWULWH
npenapaToMm BTOPOW MNWHWM AN YBENUYEHUSA UHTep-
Bana mexagy arakamu, ocobeHHO eCcnu yKopoveHus
WHTepBarna npon3oLLo Nocre Havyana KynupoBaHus
aTak npeaHun3onioHoM [6]. Bbino nokasaHo, YTO MC-
nonb30BaHNe KoNMxuumHa B TedeHne 12 mec y geten ¢
PFAPA-cuHgpomom ¢ YacTeiMu aTtakamm (YaLle 1 pasa
B MeC) M HeMomnHbIM OTBETOM Ha FMOKOKOPTMKOUAbI
NPVBENO K CHKEHWIO YacTOTbl aTak, CHUXKEHWIO BbICO-
Tbl niuxopagku B atake [20]. OrpaHnyeHnem gaHHOro
nccnegoBaHus ABnseTcs manas Bblbopka (n — 13), a
TaKXKe KOrOpPTHBIN TUM UCCINEAOBaHNS.
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CyuwecTBytoT coobuieHms o6 ycnewHoM Ucnosb-
30BaHune 6nokaTtopoB IL-1 (aHakuHpa) Ha ManeHbKuX
BblIGOpKaXx, OrpaHN4eHHbIX B CUNY OPOroBM3HbLI MeToaa
neyveHus.

MpakTvka TOH3UNMIKTOMUM (MNIN TOH3UMMSKTO-
MUM+adeHOMAOoTOMUM) NoABUNAaChk Yepesd KopoTKoe
Bpemsa nocne onucaHua PFAPA-cuHgpoma B 1989 T
[21]. HecmoTpst Ha Gonblloe KONMYecTBO COOBLLEHWN
06 adhdekTnBHOCTMN aTOro MeToda neveHus, Kokpa-
HOBCKMIA 00630p BKMOYAET TOMbKO ABa UCCreaoBaHus,
NpoBeAeHHbIX Ha ManeHbKMX BbIBopKax U MMEHLLIMX He-
onTuMarnbHbIN An3arH nccrnegoBanus [22]. Ha cerogHs
ATOT pagukanbHbli Meto nedeHna PFAPA-cnHgpoma
C BbICOKMM YpOBHEM 3(PPEKTUBHOCTU MOXET ObITb
MCMonb30BaH AN OTAeNbHbIX NauueHToB, Hanpumep,
UMEIOLLIMX O4EHb KOPOTKME MHTEPBArbl MEXAY aTakamm
6onesHn [23].

Takum 06pasom, CNOXMBLUASICS NpaKTMKa yKkasbl-
BaeT Ha BbICOKY0 3EKTUBHOCTb MUCMOSb30BaHUA
rMIIOKOKOPTMKOMAOB ANS KYNMMpOBaHMs aTak 3abore-
BaHus. MeTog umeeT HegocTaTok B BUAE OTCYTCTBUSA
nNpomNakTMyeckoro JeNCTBUA U BO3MOXHOCTU y4a-
LLleHWs aTak 6onesHn. PesynbraTbl NpounakTnyeckoro
NeYeHnst KONXMLMHOM B HacToslLee BpeMsi NpOTUBO-
peunBbl U TpebyloT ganbHenwWwero nccrnegoBaHns mx
LenecoobpasHOCTU ANA OTAENbHbIX NOArpynn nauu-
eHTOB. TOH3MMM3KTOMUA [OMKHA ObITb paccMoTpeHa
ONs OTAENbHBIX NALMEHTOB, UMEILLMX O4EHb KOPOTKUIA
WHTepBan mMexay atakamu 60nesHn ¢ BblpaXeHHbIM
CHWXKXEHMEM Ka4yeCTBa >KU3HU.

KnuHnuyeckoe HabnrodeHue. B npueMHbIi Nokow
[Hetckon ropopackoit GonbHubl Ne 1 (6 Ne 1) . KazaHu
obpartunucek (camoobpalleHne) pogutenu mans4nka K.,
2014 ropa poxaeHus (Bo3pacT 4 roga n 3 mec). Y marnb-
yuka 6biny Xanobbl Ha peunanBupyOLLNE aHTUHBI 1
CTOMaTUTbI, CONPOBOXAABLLMECS BbICOKOW JTMXOPALKOWN
6onee 39°C npogomKknTenbHOCTbIO0 3—4 aHA. Onn3oabl
nunxopapgku aebrotnposanu B Bo3pacte 10 Mec u umenmu
CTPOryto NepMoanyHoCTb — 1 pa3 B Mec, C HeGOomMbLLION
BapuabenbHoCTbo MeHee 1 Hed. AHaMHe3 Xn3Hu 6e3
ocobeHHOCTeN, B TOM YMCre HacneacTBEHHbIN aHaMHEe3
He oTdaroweH. PebeHok B pocTe 1 pa3BUTUM He OTCTaET,
coumnanbHO aganTMpoBaH.

AHanun3 paHee NpoBeAeEeHHbIX UCCrefoBaHUN U
BpayeOHbIX 3aKkrnoYeHun nokasan, Yto pebeHok Ha-
Ontogancsa neanaTpom, f1op-BpayvoM 1 BpavoM-UHGEK-
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LMOHNCTOM C QMarHo3amMu: THOMHAas aHrMHa, XpoHu4e-
CKU TOH3UNIUT, adTO3HbIA CTOMAaTUT, repneTrmyeckas
MHpekumsa. Anusogbl 3abonesaHnsi CONPoOBOXAANMCh
BbICOKOM MapakNUHUYECKON aKTUBHOCTbIO B 06LLEM
aHanmse kpoBu (yckopeHne COJ, nenkoumTos, Hen-
Tpodunes ¢ NOBbILLEHNEM NPOLIEHTA HE3PESbIX (OPM)
N B BMOXMMUYECKOM aHanuse KpoBWU (MOBbILEHNE
ocTpodhasHbix Genkos). MNonyyan neyeHve: NPoTMBO-
MUKPOOHYO Tepanuio (aHTUOMOTUKM NEHLMUITITMHOBOIO
psga, uedanocnoprMHOBOro psiga, Makponuabl, NpoTu-
BOBMPYCHble NpenapapThbl), aHTUCENTUKM MECTHO, Oak-
Tepuodhary — 6e3 CyLLEeCTBEHHOTO YIy4dLlleHns Ha hoHe
neyexus. C y4eToM gaHHbIX aHaMHe3a Oblisl BbiCTaBIeH
npeaBapuTenbHbIN guarHos: cuHapom Mapwanna (?),
Oblna gaHa pekoMeHgauus NOBTOPHOW 3KCTPEHHOMN
rocnuTanusauumn npu odyepenHoln atake 3aboneBaHus.

Uepes 29 gHen oT Havana npenbigywien atakm
3aboneBaHus pebeHok ocTpo 3abonen u obpartuncs
NOBTOPHO B NpueMHbIn nokon OB Ne 1 r. Kazanu. OT-
Me4arnocb MoBbleHNe TemnepaTypbl Tena go 40°C,
03H06, cnabocTb, 0TKa3 oT efbl.

OOGBbEKTMBHO: COCTOSIHME CpeaHETsKernoe 3a cyeT
MHTOKCMKaL MK, NnXopagku. Temnepartypa Terna akcun-
nsapHo 39,2°C, poct — 101 cm, Bec — 19,5 «r, apTepu-
anbHoe aaenexne — 92/48 mm pr.cT. Koxa n crnimsuctble
yncTble. 3eB APKO rMNepeMmpoBaH, MUHAANVHbI yBENu-
YeHbl, C 0BUNBbHBIMM BENbIMUN HANOXEHNSIMM B NaKyHaXx.
YBenuuyeHbl NuMmdaTnyeckme yanbl WerkHom obnactu 4o
2,0 cM, NNOTHO-3NAaCTUYHbIE, YMEPEHHO DONE3HEHHbIE
npu nanbnaumn. ToHbI cepaua siICHble, pUTMUYHbIE. B
nerkmx Xxpunos HeT. CycTaBHOro cMHapomMa HeT. XKusot
MSArKUA, 6e360ne3HeHHbIN. BHYTpeHHNe opraHbl He
yBenuyeHbl. dusmnonornyeckme onpaereHns B HOpMe,
CTyn ohopMIieHHbIN, 1 pa3 B AeHb, 06beM Moyeuncny-
CKaHMWS He CHUXKEH.

PebeHky Obin BbICTaBNeH aAvarHos: cuHapom Map-
Wwanna, nepnog ataku 3aboneBaHnsi U Ha3Ha4YeH O4HO-
KpaTHbIN NpueM NpegHu3onoHa B o3e 15 Mryepes poT.
Mprem NnpegHM3onoHa NpMBen Kk GbICTPOMY YryYLLEHWNIO
COCTOSIHUA NaumeHTa, KynmpoBaHUIO NIMXOPaaKM U sB-
TNEHWI OCTPOro TOH3UMNNMTA, NMMdageHnTa B Te4eHne
HECKOJIbKUX YacoB.

HanbHeliwee HabnogeHWe 3a naumeHToM nokasano
yyalleHune atak 3aboneBaHusl C COxpaHeHEM UX Nepu-
ognyHocTu. Ha dooHe HadaTor Tepanmm rmioKOKOPTUKOM-
Aamu aTaku 3aboneBaHusi Ha4Yany NOBTOPSTLCS KaXKable
7—10 gHen. Bbina npogornkeHa Tepanus rMoKOKOPTUKO-
MAamMu, OOHOKPATHbIN NpUeM NpegHM30I0Ha NPUBOANTT
K ObICTPOMY perpeccy KnmHUYeCKoM KapTuHbl O0nesHu.

Yepes 6 Mec OT Ha4yana neyeHus atak 3aboneBaHus
rIIOKOKOPTMKOMAAMU, B BO3pacTe nauueHTa 4 roga
10 mec, C y4eTOM BbICOKOM YaCTOTbl aTaK, CHKEHUS
Ka4yecTBa K13HW NaumeHTa 1 ero pogurtenemn, obecnoko-
€HHOCTW POAUTENEN YaCcTbIMU NPUEMAMM ITHOKOKOPTU-
KOWAOB, peLUEHNEM KOHCUNNYMa BbINo pekoMeHO0BaHO
NPOBECTU TOH3UNN3aKTOMUIO. [laHHas onepaums obina
npoBefeHa 24 oktabps 2018 r., onepauums npowna 6e3
MHTpaonepauyoHHbIX U MOCTONEPALIMOHHBLIX OCITOXHE-
HUIN. Ho npoBefeHHast TOH3WIMIAKTOMUA UMena nuLlb
YacTM4HbIV ycnex. ATaku 3aboneBaHus KynmpoBarnvcb
Ha 8 mec, nocne 4ero Bo3obHoBUNUCH ¢ utons 2019 r.,
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HO C MeHbLuer YyacToTor (1 pa3 B mecsy). O6ocTpeHus
3aboneBaHUs UMeNU CTEPEOTUMHbLIN XapakTep U npo-
TeKanu B BMAE 3N13040B OCTPOro TOH3UINTA, KOTOpble
Takke aPEKTUBHO KyNnMpOoBanmMcb OOHOKPaTHbLIM Mpu-
eMoM npegHu3onoHa B gose 1 mr/kr (20 mr).

B oktabpe 2019 r. npoBegeHa 3a0vHast KOHCYIb-
Tauusa naumenTa B HAN peemartonornm M3 P®. Beino
pPEKOMEHAO0BAHO UCKMIOYNTb MOHOMEHHbIE ayTOBOC-
nanutenbHble 3abonesanua (FMF-, HIDS-, TRAPS-
CUHAPOMBI), BbINOMHWUTL MOJEKYISIPHO-TeHeTU4YecKoe
ncernenoBaHue Ha BbigBrieHe mytaumm B reHax MEFV,
TNFRSF1A, MVK, NLRP3, npogomkuTb Tepanumio atak
3aboneBaHus rMIOKOKOPTMKOMAAMM 1 00CyanTb Havano
Tepanum konxmuuHom B go3se 0,5 mr/kr. B Hosbpe 2019 T.
METOZAOM NPSIMOro aBTOMaTUYECKOro CEKBEHNPOBAHMSA
npoeeeH YyacTuyHbln aHanu3 reHa MVK (npoaHanu-
3upoBaH 11-1 3K30H reHa n npunexaiime MHTPOHHbIE
yyacTku), yactuuHbin aHanu3 reHa TNFRSF1A (npo-
aHanuanpoBaHbl 2-, 3-, 4-1 3K30HbI reHa 1 npunexatime
WHTPOHHbIE YYacTKK), YacTU4HbIN aHanu3 reHa NLRP3
(NnpoaHanuanMpoBaH 3- 3K30H reHa u npunexawme
MHTPOHHbIE y4acTkn). o pesynsratam nccnegoBaHus
naToreHHbIX BapMaHTOB BbISIBIIEHO He Obio.

B nekabpe 2019 r. 3aboneBaHne CMOHTAHHO Ky-
nuposarnock (Bo3pacT pebeHka 5 net 10 mec, obLias
NPOAOIKUTENBHOCTL 3aboneBaHus coctaBuna 60 mec).
danbHenwee HabniogeHne B KataMHe3e A0 MIONs
2021 r.: 3gopoBbe pebeHka 6e3 OTKIOHEHWI, 3NM30abl
HEMOTUBMPOBAHHOW NMMXOPAAKN HE NOBTOPSIKOTCS (OTMe-
YalTCs HevacTble OCTPbIE pecnMpaTopHble MHAEKLN),
pebeHOK B pocTe U pasBUTUM He OTCTaET.

Pe3ynbratbl U Ux obcyxaeHue. [NpuBeneHHbIN
KITMHUYECKUIA NMpUMep UNNICTPUpyeT npobnemy nosa-
Hen anarHocTukn PFAPA-cuHgpoma, adhdeKTUBHOCTb
MCNONb30BaHUSA MMHOKOKOPTUKOMAOB 4118 KyNMpOBaHMWSA
aTak Kak Tepanuu nepBoi NHUK, a Takke Heobxoau-
MOCTb MCMONb30BaHWS PasfMyHbIX TepaneBTUYECKNX
noaxodoB u auddepeHumansHoOro gnarHosa ¢ MOHO-
reHHbIMW ayToBOCNANUTENbHLIMU 3ab0eBaHNSIMU MU
CINOXHbIX CryYasix Te4eHus1 3aboneBaHus.

BbiBogbl. PFAPA-cnHgpom — Hanbonee 4acTbii
CUHAOPOM HacreaCcTBEHHON NEPUOLANHECKON NNXOPAIKN.
TouHasa anugemuonorus 3aboneBaHns He U3y4yeHa,
O[HaKO NpeanonaraeTcsi, YTo KONMYECTBO OMArHOCTU-
POBaHHbIX CIy4YaeB CyLLECTBEHHO MEHbLUE pearibHON
pacnpocTpaHeHHoCTV 3aboreBaHus. B HacTosiLLee Bpe-
M$1 MPOBOAATCA NOMbITKM NEPECMOTPETL KpUTEPUK ANa-
rHocTukm PFAPA-cnHgpoma. HecmoTps Ha oTcyTCcTBME
PaHOOMU3NPOBAHHBLIX ABOWHBLIX CEMbIX KITMHUYECKNX
MCCreqoBaHUN, NO CEroaHSLWHUA OEHb TepaneBTnye-
cKasi TaKTMKa NpOLOoSKaeT COBEPLLUEHCTBOBATLCS.

lpo3payHocmb uccnedoeaHus. ViccriedosaHue He
UMer1o crioHcopcKoU noddepxku. ABmopbI HeCym rosiHy
omeemcmeeHHOCMb 3a npedocmasieHue OKoOHYamerib-
HoU eepcuu pyKkonucu 8 rne4yame.

Heknapayus o ¢puHaHcoebIx u Apyaux e3aumMo-
OomHouweHusix. Bce aemopbl npuHumManu yd4acmue 6
paspabomke KoHuenuuu, du3aliHa uccriedosaHusi U 8
HanucaHuu pykonucu. OKOHYamesibHasi 8epcusi PyKonucu
6biria 0006peHa ecemu asmopamu. A8MopbI He Mostydanu
20Hopap 3a uccredosaHue.
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