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O6paweHue K yutarensam

Ooporue apy3ba, yBarkaeMble Kojieru!

HauynHaetcs oceHb 2024-ro, U MaBHbIM BOMPOC: KaKWe HamnyTCTBEHHble CNoBa
Mbl MOX€EM CKa3aTb cebe v Apyr APYry B 3TOT KOHKPETHbIN BPEMEHHOMW MOMEHT Hallen
MU3HWU? YTO Mbl MOXEM MOXEeNaTb UK O YEM BMECTE NOPa3MbILLIATb, BXOAS B o4epea-
HOW y4ebHO-paboynm rog?

N 3pecb xo4yeTcs npuBieyb Balle BHMUMaHWE K OAHOMY OYeHb BarKHOMY GaKTy.
B oTnnyne oT 04eHb MHOIMX Apyrux npodeccun, 3aBuUcALLMX OT MHOXecTBa GpaKTopoB
(counanbHO-3KOHOMMYECKOW M reononmnTUYecKon 06CTaHOBKM, KOHBIOHKTYPbI U cnpoca,
a MHorga Aake OoT BPeMEeHW roja Wav MOroAHbiX YCNOBWM), Halla 6naropogHas npo-
deccus geTckoro Bpaya He3bibniema M BeyHa. [ToToMy 4YTO AeTW HWKOrga He nepecTa-
HYT 601€eTb, a B3poc/ble — o6paliaTbCs K HaM 3a COBETOM, NOTOMY 4YTO HayKa 6yaeT
ABWraTbCs Bnepej, NpefocTaBnsas HaM HOBblE AaHHbIE MO U3MEHSAIOWMMCS MOAX0AaM
B BEAEHWM TOW WAW NaToNorMu, a Mbl 6yaeM HEM3MEHHO TPAHCAMPOBATb MX B Hally

peanbHY0 KJIMHUYECKYID NMPaKTUKY. [loToMy 4TO HE3aBMCMMO OT TOro, CBETWUT K COJIHLE, WM Ha ABOPE cypoBas Bblora,
Mbl GyZleT CHOBa M CHOBa 3a60TUTbCH O HALLUMX MaNIEHbKMX MM COBCEM B3POC/bIX NOAOMEYHbIX. M 3TOT KPYroBOPOT Hallewn
M3HM, MO CYTU, U €CTb OCHOBA BEYHOCTU: 3eM/ia BpallaeTcs BOKPYr CBOEN OCU, OCEHb CMEHSET JIETO, 3MMa — OCEHb M TaK
fanee, TeMnepaTypa NOBbILWAETCS UK NMOHUKAETCS, HalUM NaLMEHTbl BbIPacTaloT U CaMu CTAHOBSATCS POAUTENSMU, U TONbKO
0[HO OCTaeTCs He3biBAeMbIM — Halle KenaHue caenaTb Bce BO3MOXHOoe, 4To6bl HALLE BCE — Haww aetn 6onenu pexe
n 6bicTpee BbidgopaBananu! MNoyntanTe cBEXME CTaTbM ITOFO HOMEPA — OHW MOMOTYT BaM JenaTtb 310 elye 60/ee Kaye-
CTBEHHO U 3 DEKTUBHO!

C yBaXKeHuem,

rnaBHbIA pefAaKTop }KypHana, akageMmuK PAH, npodeccop, 3acnyXeHHbIH AeATeNlb HayKu PO,
3aBepgyowan Kadpeapon GpaKynbTeTCKON NnegnaTtpum neguaTpu4eckoro

dakynbteta PHUMY um. H.U. MuporoBa,

pykoBoautenb, HUU negnatpum u oxpaHbl 3J0pOBbA AETEN

HKL, N22 ®IrbHY «PHUX um. akag. b.B. MeTpoBcKoro»,

coBeTHUK BO3, uneH 6iopo UcnonKkoma MexxayHapoaHOW neauaTtpuyecKon accoumaLmm,
nact-npesuaeHT EBponeiickoi negunarpuyecKkon accoumnauuu (EPA/UNEPSA),

novyetHbi npodeccop YHuBepcuteta Popxa (Utanusa),

noyYeTHbIN YieH neguaTpuueckoro ¢pakynbreta KoponeBcKoro Konnepgxa repanestos UpnaHaum
Neina CeinmypoBHa HamasoBa-bapaHoBa

Dear friends, respected colleagues!
The autumn of 2024 begins, and the main question is: what parting words can we say to ourselves and each other

at this particular time in our lives? What can we wish for or think about together as we enter the next academic year?

And here we would like to draw your attention to one very important fact. Unlike many other professions that depend
on many factors (socio-economic and geopolitical situation, market conditions and demand, and sometimes even on
the time of year or weather conditions), our noble profession of a pediatrician is unshakable and eternal. Because
children will never stop getting sick, and adults will turn to us for advice, because science will move forward, providing
us with new data on changing approaches in the management of a particular pathology, and we will invariably translate
them into our real clinical practice. Because no matter if the sun is shining or there is a severe blizzard outside, we will
take care of our little or very adult wards over and over again. And this cycle of our life, in fact, is the basis of eternity:
The Earth rotates around its axis, autumn replaces summer, winter — autumn and so on, the temperature rises or falls,
our patients grow up and become parents themselves, and only one thing remains unshakeable — our desire to do
everything possible so that OUR EVERYTHING — our children got sick less often and recovered faster! Read the latest
articles in this issue — they will help you do it even more efficiently and effectively!

With respect,

Editor-in-Chief, Member of the RAS, Professor, Honoured Scientist of the Russian Federation,

Head of the Ped iatric Department of Pediatric Faculty of N.l. Pirogov Russian National Research Medical
University, Head of Pediatrics and Child Health Research

Institute in Petrovsky National Research Centre of Surgery,

WHO consultant, Member of the International Pediatric Association (IPA) Standing Committee Board,

the Past-President of the European Paediatric Association (EPA/UNEPSA),

Honorary professor of University of Foggia (Italy),

Honorary member of pediatric department of Royal College of Physicians of Ireland

Leyla Namazova-Baranova
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OueHKka 3¢ PeKTUBHOCTHU UCMNOJIb3OBAHUSA
CFTR-moaynaTtopa uBakadTop +
nymakadtop y petem ¢ MYyKOBucLuao3om
B CBepaANnoOBCKOM 06n1acTHU
(npocneKTUBHOE KOropTHoe HaoaoaeHue)

ABTOp, OTBETCTBEHHbI 3a Nepenucky:

BaceHéBa H0nuns OneroBHa, acCUCTEHT Kadeapbl rocnutanbHoi neguatpun Gro0Y BO «YpanbCKuit rocynapCTBeHHbIR MEAULMHCKUIA YHUBEPCUTET»
MuH3apasa Poccuun

Appec: 620028, EkatepuHbypr, yn. PenuHa, 4. 3, Ten.: +7 (343) 214-86-52, e-mail: yulya.vasenyova@yandex.ru

0O6ocHoBaHue. CoOBPEMEHHLIM AOCTUXKEHUEM B JIEYEHMU MYKOBUCLIMAO3a CTal0 OTKPbITUE MasibiX MOJIEKY/, BOCCTaHaB-
JIMBAIOLLMX NPOLIECCHI CUHTE3A, TPaHCcnopTa K MembpaHe, paboTy HernosHoueHHoro 6esnka CFTR. lpenapaTsl, AercTBUE
KOTOpPbIX HanpaB/eHO Ha BoccTaHoBsieHue ¢yHKumn 6enka CFTR, HasbiBawoTcss CFTR-moaynstopamu. Llenb uccnepgo-
BaHUSA — Ha OCHOBaHWW U3YYEHNS KIMHUYECKUX, 1ab0paToOpPHbIX, MHCTPYMEHTa/bHbIX AaHHbIX MPOBECTU KOMMIEKCHYIO
oLeHKY appeKkTuBHOCTM Tepanun CFTR-moaynsitopa uBakaptTop + nymakagrtop y AeTer ¢ MmykoBucuuao3om. Metoabl.
CFTR-moaynsitop nBakadtop + Aymakaptop B TedeHue 12 mec nonyvaam 23 pebeHKa OCHOBHOW rpymnrnbl B BO3pacTe
2-17 ner, siBAasioLmMecss roMO3UroTHbIMU HocuTensimu myTaummn F508del reHa CFTR npu oTCyTCTBMM KOMIJIEKCHOIO aanens
L467F. KoHTposibHOoe o6cneqoBaHMe OCHOBHOM rpynnbl MPOBOAMIOCH Ha CTapTe UCCeJOBaHUSl M 3aTeM Kaxkable 3 Mec
B TeyeHne 12 mec npumeHeHus npenaparta. [aa oyeHKn 3OeKTMBHOCTH Tepanuu 6blia copMmMpoBaHa KOHTPO/IbHas
rpynna u3 23 getein ¢ MyKoBUCLUMAO30M B Bo3pacTte 2-17 net, aBaswoumxcss Hocutenamu mytaumm F508del n apyroro
naToreHHoro BapuaHTa B KOMMayHA-reTepo3nroTHOM COCTOSIHUM, He 0JyYaBLUMX rpernapaTt nBakagtop + aymakaprop.
B KOHTpO/IbHOM rpynne ob6cieqoBaHne NPOBOAMIOCHL Ha cTapTe M Yyepe3 12 mec HabnogeHus. Pesynbratbl. CocTosHUe
naymMeHToB rpynn HabalaeHUs Ha cTapTe MCCeJ0BaHUS OLEHUBAIOCh KaK CPEAHETSIXKEN0€ U TAKea0e, 6POHX0Eer0YHbI
rpoyecc Haxoauacs B CTaanmu HeMoIHON KTIMHUYECKOM peMUCCHUN. B OCHOBHOM rpynne 3Ha4MMo CHU3N/ICS ypOBEHb acnap-
TaTaMmMHOTpaHchepasbl, B KOHTPO/IE, HarpoTMB, OTMEeYeHa TEHAEHUMSA K HapacTaHUIO 3TOro NnoKaslaTtesis. YpOBeHb Lesoy-
Hov ¢pocoatassl (LL|D) cHu3uacsa n JOCTUI HOPMbl B OCHOBHOW rpyrrne; OTHOCUTE/IbHbIM PUCK rurnepgdocoatazemmnn Ha poHe
nedyeHuss cHuauacsa B 5 pas 0,187 (0,063-0,557). YpoBeHb ramma-rnytamuntpaHcnentuaassl (ITTI) u yncno naymeHToB
C MOoBbILLEHHbIM roka3atenem [TTI1 cHu3unncb (cootBeTcTBEHHO 24,65 1 19,69 ME/n; 61 u 13%). B KOHTPO/IbHOM rpyn-
ne ypoBeHb TTI noBbicuacs u LLI® He Hopmann3zoBanack. [lokazaTtesnm o6bemMa GopcHpPoOBaHHOIO Bbioxa 3a MepByko
CEKYHAY M GOPCUPOBAHHON KNIHEHHON EMKOCTHU JIEFKUX MCXOAHO BbISIN HUXE B OCHOBHOM rpynne, 4yepes 12 mec pasimymns
COXpaHsAInCh. BbisiBeHa TEHAEHLMS K CHUMEHMIO YaCTOThI TSXKEI0M NaHKpeaTuyeCcKon HeJoCTaTo4HOCTH B OCHOBHOM rpyri-
ne — Ha 17,3%, B KOHTpoJie — OTCYTCTBUE U3MEHEHUH. X10pHAbl NOTa UMEN TEHAEHLUMIO K CHUXEHMIO B OCHOBHOV rpyrne
Mpu OTCYTCTBUU JOCTMIKEHNS HOPMATUBHbIX 3HaYeHMI. 3aKndeHme. [prnmeHeHne nBakadTop + 1ymakapTop rnokasasio
60/1bLUNI KIIMHNYECKUI 9D DEKT B yNyqlueHUM GYHKLMOHUPOBaHMSA OPraHoB MuLyeBapeHUsi: yCTaHOBIEHbI CHUXEHNE PUCKa
runepgpocparazemMmm u 3HaYNMOE CHMKEHUE Yuca naynueHToB ¢ BbICOKUM ypoBHeM [T TI1, oTMeYeH cTabu/ibHbINA YpOBEHb
aKTUBHOCTM NeYeHOYHbIX GepPMEHTOB, BbisiBeHa TEHAEHLUMS K MOBbILEHNIO aKTMBHOCTHU MaHKpeaTMYeCcKoN a/1actasbl.
lNoka3aHa TeHAEHLMS K CHMXKEHMIO TOKa3aTesiei XJ10pua0B rnota. He oTMe4eHo u3MeHeHUI B noKalaTensix QyHKLUUU BHELL-
Hero AbIxaHus.

Knro4eBbie cnoBa: KUCTO3HbIN pnbpo3, uBakapTop + 1ymakaprTop, TpaHcMeMbpaHHbIi perynstop nposoagumoctm, CFTR-
MoAynsaTop

Ana uyntupoBaHuns: Bacenéra H0.0., Baxnosa W.B., ABepbsiHoB O.H0. OueHKka addeKTUBHOCTM ucnonb3oBaHua CFTR-
Moaynsatopa nsakadtop + ymakadTop y AeTen ¢ MyKoBucLnao3om B CBepa0BCKOM 061acTu (MPOCNEKTUBHOE KOrOPTHOE
HabnoaeHune). lNegnatpmnyeckas papmakxonorms. 2024;21(4):309-319. doi: https://doi.org/10.15690/pfv21i4.2772

OB0OCHOBAHME transmembrane conductance regulator; CFTR). CFTR saBns-
MyKoBMCUMA03 — 3TO MOHOreHHOE 3ab0oeBaHue, rnas- eTCcs TpaHCMeMOpaHHbIM GeflkoM, KOTOpbIM pacronaraeTcs
HbIM 3BEHOM MaToreHe3a KOTOpPOoro SBASETCH MOBbIlEHWe Ha MOBEPXHOCTU anuKanbHOW MeMOpaHbl 3nuTenanbHbIX
BA3KOCTU CEKPEeTa 9K30KPUHHbIX Xefes. B natonornyeckun KJIETOK 1 QYHKLIMOHUPYET KaK XJIOPHbIK KaHan. B peaynbrate

npoLiecc BOB/IEKAIOTCS, B MEPBYIO 04epeb, OpraHbl pecnupa- HapyLlwaeTca TpaHCNOpPT aHWMOHOB XxJiopa Yepe3 MemOpaHy
TOPHOM CUCTEMBI, ENyA04HO-KMLWEYHOro TpakTa. MyTauusa KJIETKK, abCcopOLma KaTUOHOB HaTPUS YBEIMYUBAETCS, BbI3bl-
B reHe CFTR, npuBoAsawWas K pasBuUTUIO MYKOBUCLMAO3a, Basi MOCTyrnjeHue B K/ETKY BOoAbl U 06e3BOXKMBas CU3b
BbI3blBaeT HapylweHne paboTbl MyKOBUCLMAO3HOIO TpaHC- Ha NOBEPXHOCTU CEKPETOPHOIOo anuTenus. BolpabaTbiBaeMbIn

MeMOpaHHOro perynstopa npoBogumocTu (cystic fibrosis CEKpPEeT CTAaHOBUTCS MyCTbIM U BA3KUM [1].
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OPUIrMHANNIbHASA CTATbA

Han6onee 3aMeTHbIM pe3ynbTaTom pas3BuTUS dapma-
KOTepanunm MyKOBMUCLIM[O3a SBNSETCS COBPEMEHHas cTpa-
Terns TapretHow Tepanun CFTR-moaynatopamu, Hanpas-
NIeHHas Ha BOCCTAHOBJ/IEHWE CTPYKTYpbl U GYHKLUMK GenKa
CFTR [2, 3]. BoccTtaHoBUTL paboTy 6enka CFTR npu aedek-
Te, o6ycnoBneHHOM reHotunom F508del/F508del, MOXHO
NP COYETAHHOM MPUMEHEHMU [IBYX TUNOB MOAYISTOPOB —
NOTEHLMATOPOB U KOPPEKTOPOB [2].

Kom6unHMpoBaHHbIM NpenapaT uBakadpTop + Nymakaod-
TOp UMEeEeT ABOMHOE AeNCTBUE: NymaKadTop, SBASACh KOP-
peKTopom, obecrneynBaeT goctaBky 6enka CFTR K noBepx-
HOCTHOM MeMGpaHe KNEeTOK, a MnoTeHuuaTop wnBakadTop
o6neryaeT TpPaHCMNOPT aHUOHOB XJI0pa, TaK Kak OH yBEu-
YynBaeT BO3MOXHOCTM 6enka CFTR K OTKPbITUIO XJIOPHbIX
KaHanoB Ha meMbpaHe [4].

10 AaHHBIM POCCUUCKUX U 3apyBEXKHbIX UCCIeOBaHUN,
npumeHeHne CFTR-MoaynsiTopoB OKa3blBaeT MNOJIOXKUTESb-
HOEe BNMSIHWE Ha HYTPUTUBHbIMA CTATyC NaLMEHTOB C MyKO-
BMCLIMAO30M, YNyyllaeT nokasatenn QyHKLMU BHELIHEro
Abixanuns (PBA) [3, 5]. OaHOM U3 KNoYeBbIX Lenen npume-
HEHWS TapreTHbIX NpenapaToB ABMAETCH CHUXKEHUE Yucna
6POHXONEr04YHbIX 060CTPEHUIM, NOTPEBHOCTHN B MPOBEAEHUM
napeHTepanbHOW aHTUGaKTepranbHOM Tepanuu [6]. B paae
3apy6GerHbIX WMCCNEef0BaHUM OTMEYEHbl TaKMKe MOMOXMU-
TeNbHble 3O PEKTbl B OTHOLIEHWUM CHUXKEHUS CbIBOPOTOYHbIX
ypoBHeN anaHMHamuHoTpaHchepasbl (AJIT), acnaptatamu-

HoTpaHcdepasbl (ACT) u ramma-rnyTaMuaTpaHcnenTuaassbl
(FCTM) Ha doHe npuema uBakadTop + nymakadTtop [7].

[Ons nonyyeHus acddeKta OT MPUMEHEHUS TapreTHOro
npenapata nBakadTop + nymakadTop y NaUMeHTOB C MyKO-
BMCLIMAO30M HEO6XOAMMO MMETb AaHHble O CEKBEHWPOBA-
HUKW Bcero reHa CFTR y NnpeTeHAeHTOB Ha AaHHyto Tepanuio
[6]. Mo gaHHbIM AnTepaTypbl, 8—10% POCCUNCKMUX NALMEHTOB
¢ F508del B rOMO3WIOTHOM COCTOSIHUM WMEKOT FEHOTUN
F508del/[L467F;F508del]. KnuHnyeckoe TeyeHue 3abone-
BaHMWA y NauMeHToB ¢ reHotunom F508del/[L467F;F508del]
TAXKEN0€e M He OT/IMYaeTCsl OT TEYEHUS B KOrOpTe C rOMO3K-
roTHoiMm F508del, xota ¢yHKUMSA KaHana CFTR coxpaHeHa
B MeHbluen mepe [8].

[lBe 0[JHOBPEMEHHbIE MyTaLIMK B OAHOM M TOM e annene
(KOMMIEKCHbIM annesib) MOryT CHUXaTb 3GGEKTUBHOCTb Tap-
reTHoW Tepanuun 3a CYET MNOBbILWEHUS NAaTOrEHHOCTH APYr APY-
ra. Kpome Toro, npucyTcTBME AONONHUTENBLHOTO LIMC-BapHUaHTa
MOMET NPUBOAWUTb K M3MEHEHWUAM B CTPYKType Genka. 3Tu
M3MEHEHUS B CTPYKTYpe GenKa, B CBOK o4epeab, MOryT npu-
BECTM K YMEHbLUIEHWUIO UM HEBO3MOXHOCTU B3anUMOAENCTBUS
6enKa ¢ moaynatopamun CFTR, 4TO Bfie4eT 3a CO60M CHUMKEHME
adpeKTMBHOCTH MogynaTopos CTFR [8, 9].

Llenb uccnepoBaHus
Ha ocHoBaHuK N3y4EeHUA KIIMHNYECKUX, nabopaTopHbIX,
MHCTPYMEHTAaJIbHbIX JaHHbIX OLLEHUTb 3 dEKTUBHOCTb Tepa-

Yuliya O. Vasenyoval’ 2, Irina V. Vakhlova?l, Oleg Yu. Averyanov?

1 Ural State Medical University, Yekaterinburg, Russian Federation
2 Regional Children’s Clinical Hospital, Yekaterinburg, Russian Federation

Evaluation of the Effectiveness of Using
the CFTR Modulator Ilvacaftor/Lumacaftor in Children
with Cystic Fibrosis in the Sverdlovsk Region

(Prospective Cohort Study)

Background. A modern achievement in the treatment of cystic fibrosis has been the discovery of small molecules that restore
the processes of synthesis, transport to the membrane, and the work of the defective CFTR protein. Drugs whose action is
aimed at restoring the function of the CFTR protein are called CFTR modulators. The aim of the study is the conduction of a
comprehensive assessment of the effectiveness of CFTR modulator ivacaftor/lumacaftor therapy in children with cystic fibrosis
based on the study of clinical, laboratory, and instrumental data. Methods. CFTR modulator ivacaftor/lumacaftor was received
for 12 months by 23 children of the main group aged 2-17 years, who are homozygous carriers of the F508del mutation of
the CFTR gene in the absence of the L467F complex allele. A control examination of the main group was conducted at the
start of the study and then every 3 months for 12 months of drug administration. Results. The condition of the patients in the
observation groups at the start of the study was assessed as moderate to severe, the bronchopulmonary process was in the
stage of incomplete clinical remission. In the main group, the level of aspartate aminotransferase significantly decreased, in
the control, on the contrary, there was a tendency for this indicator to increase. The level of alkaline phosphatase (alkaline
phosphatase) decreased and reached normal in the main group; the relative risk of hyperphosphatasemia during treatment
decreased by 5 times (0.187 (0.063-0.557)). The level of gamma-glutamyltranspeptidase (gamma-GTP) and the number of
patients with elevated GGTP decreased (24.65 and 19.69 IU/I, respectively; 61 and 13%). In the control group, the level of
gamma-GTP increased and the alkaline phosphatase did not normalize. The indicators of forced exhalation volume in the first
second and forced vital capacity of the lungs were initially lower in the main group, after 12 months the differences remained.
There was a tendency to decrease the frequency of severe pancreatic insufficiency in the main group by 17.3%, and no changes
in the control group. Sweat chlorides tended to decrease in the main group in the absence of reaching the standard values.
Conclusion. The usage of the CFTR modulator ivacaftor/lumacaftor showed a greater clinical effect in improving the functioning
of the digestive organs: a decrease in the risk of hyperphosphatasemia and a significant decrease in the number of patients
with high levels of gamma-GTP were established, a stable level of liver enzyme activity was noted, and a tendency to increase
the activity of pancreatic elastase was revealed. The tendency to decrease the indicators of sweat chlorides is shown. There

were no changes in the indicators of respiratory function.

Keywords: cystic fibrosis, ivacaftor/lumacaftor, transmembrane conductance regulator, CFTR modulator
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nun CFTR-MoaynaTopom nBakapTop + nymakadrop y aeten
C MYKOBMUCLMAO30M.

METOAbI

An3aiH uccnepoBaHusa

OTKpbITOE NPOCMNEKTUBHOE CPABHUTENIbHOE HEPAHAOMMU-
3UpoBaHHOE UccneaoBaHMe BbINOMHEHO B MEPUOA C HOAGPS
2021 no oKkT6pb 2022 1. Ha 6a3e AETCKOro KOHCYNbTaTUB-
HO-AMarHocTmnyeckoro ueHTpa NAY3 CO «O4Kb» «06nacTtHoro
LLeHTpa MyKoBUucLmMao3a» (r. EkaTtepuHoypr).

Ha | aTane nccnepgoBaHuns 6b11m chopmmpoBaHbl rpynmnbl
HabnoaeHus. OCHOBHYLO rpynny coctaBuan 23 pebeHKa
B Bo3pacTe 2-17 neT, ABNAIOWMECc rOMO3UTOTHbIMU HOCHU-
Tenamu mytauumn F508del reHa CFTR npu OTCYTCTBMU KOM-
nnekcHoro annena L467F, nonyyaBwue CFTR-moaynsatop
mBakadTop + nymaxkadtop. And oueHKU 3PDEKTUBHOCTH
Tepanuu 6bla chopmupoBaHa KOHTPObHasA rpynna u3 23
neTen ¢ MyKoBMCLMA030M B Bo3pacTe 2—17 neT, Hocutenen
MyTauun F508del n apyroro natoreHHOro BapnaHta B KOM-
nayHA-reTepo3uroTHOM COCTOSIHUW, HE MOoAy4aBLMX Mpe-
napat uBakadtop + nymaxkadtop. Ha Il atane nposeneHo
KOMMIEKCHOE K/IMHMKO-aHaMHeCTUYecKoe 1 nabopaTopHoe
obcnegoBaHue geTen.

OueHKa @U3MYEeCKoro pasBUTUSA NauUMEeHTOB Mpo-
BOAMNlaCcb B COOTBETCTBMM C peKkomeHaauusamu DPrby
«9HIOKPUHONOTMYECKUN Hay4YHbIW UeHTp» MwuH3apaBa
Poccun (2017) [10].

OcHoOBHaf rpynna
(et ¢ MyKOBMUCLIMAO30M, NoJlyyatoline
Tepanuio uBakapTop + nymakadrop), n = 23

JTabopaTopHble METOALI UCCIEL0BaHUSA BKIOYann 610-
XUMUYECKMIN aHanU3 KPoBMU (C onpeaeneHnem yposHsa AJlT,
ACT, obuwero 6unupybuHa, wenovyHon docdatasbl (LLP),
[TTM), onpeaeneHne ypoBHA NaHKpeaTUYECKON anacTasbl
B Kane, uccnegoBaHue XJ0pMAOB MOTa C MCMNOJIb30BaHU-
eM aHanusatopa Macroduct. MIHCTpyMeHTaNbHble METOAbI
nccnefoBaHUsA BKAOYANM cCnuMpomeTpuio (Y naumeHToB
B BO3pacTe 6 neT 1 cTaple). MccnegoBaHmsa NpoBOAMAUCH
B OCHOBHOMW rpynne nepeg Ha4yanom fe4yeHnus — Ha ctapTte
W fanee exekBapTasbHO B TedyeHune 12 mec HaboAEHUS,
B KOHTPO/JbHOW rpynne — Ha cTapTe W 4epe3 12 mec
(puc. 1). Bce nauueHTbl O6blIM OCMOTPEHbI NeanaTpom
W Y3KMMW creunanuctaMmun (MynbMoOHONOrom, odtanbmo-
lorom).

B ocHOBHY!0 rpynny uccnegosaHuns sownu 23 pebeHka.

Kputepusimmn BKA0OYeHMUs1 B OCHOBHYIO Fpynny uccnego-
BaHUA ABNSANNCH:
® YCTaHOBEHHbIN AUArHO3 «MyKOBUCLMAO3»;

° BO3pacT nauneHToB 2-17 ner;
® [eHOoTMN NaLMeHTOB — roMo3uroTbl No MyTaumu F508del

B reHe CFTR;
°*  WCKJYeHWe HocuTeNnbCTBa BapuaHTa L467F reHa

CFTR (NM_000492.3:¢.1399C>T; NP_000483.3:p.

(Leu467Phe)) B cocTaBe KOMMJIEKCHOrO annens ¢ myta-

unen F508del;

° Ha3HayeHuWe TapreTHoro npenaparta usakadTop + nyma-

KapTop cornacHo MHCTPYKLNUK;

KoHTponbHasa rpynna
(et ¢ MyKOBMUCLIMAO30M, He Mosyyatolime
Tepanuio CFTR-moaynatopamu), n = 23

KnnMHuKo-aHaMHecTUYeCcKas oueHKa 340POBbS:
c60p aHaMHe3a, KIIMHUYECKUIA OCMOTP CreLnanncTos

Crapt

3 mec

aHanusaTtopa Macroduct);

6 mec

JlaGopaTopHOe U MHCTPYMEeHTallbHOoe
o6cnefoBaHue B AUHAMUKe:

® OUeHKa GM3MYECKOro pa3BUTUS (onpeaeneHne aHTPONoOMETPUYECKHUX
OaHHbIX NauMeHToB: macca, poct, UMT);
° onpeneneHne ypoBHS XJ10pPMAOB NoTa (C MCNONb30BaHWEM

® OlLEHKa PyHKUMM fibiIxaTesbHOM cucTeMbl: nokasatenn OB, GHKEJ
COC,5 5 Y NAUMEHTOB cTaplue 6 ner;

* OMOXMMUYECKOE UccnefoBaHue KpoBu (onpeaeneHune yposHsa AT, ACT,
OB, I'TTMN, WP ¢ uenbto oueHKK GYHKLMKU renaTo-6unnapHoOn CUCTEMBI);

12 mec ® OueHKa QYHKLMM NOAXKENyL0YHON ee3bl: C MOMOLLbI0 onpeaeneHns

YPOBH$ MaHKpeaTM4yeCcKon anacTtasbl B Kane

Crapt

12 mec

OueHKa pe3ynbTatoB nccnefoBaHuin, abGEKTUBHOCTH Tepanuu ¢ UCNoAb30BaHEM
CFTR-moaynsatopa nymakadTtop+mBakadpTop

Puc. 1. In3ainH uccnegoBaHus
Fig. 1. Study design

lpumeyarHmne. OPB, — o6bem GOPCHPOBAHHOTO BbiAOXa 3@ NEPBYIO cekyHAY; PHEJT — dopcrMpoBaHHas KU3HEHHAA EMKOCTb IErKUX;
COC,5_75 — CpeaHsis o6bemHast CKopocTb BblAoxa; A/IT — anaHMHamMuHoTpaHcdepasa; ACT — acnaptatammHoTpaHchepasa; Ob —
06LWKMIn 6Unnpy6uH; NMTMN — ramma-rnyTamunTpaHcnentuaasa; WP — wenoyHas docdartasa.

Note. FEV, (O®B,) — forced expiratory volume for the first second; FVC (®XKEJT) — forced vital capacity; FEF,5_;5 (COC,5_;5) — forced
expi ratory flow rate; ALT (AJIT) — alanine aminotransferase; AST (ACT) — aspartate aminotransferase; TB (Ob) — total bilirubin; gamma-
GTP — gamma-glutamyltranspeptidase; ALP (LLl®d) — alkaline phosphatase.
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° noayyeHue npenapata uBakadtTop + nymakadtop

HenpepbIBHO B TeyeHne 12 Mec;

° OTCYTCTBME MOSyYeHusa npenaparta uBakadtop + nyma-

KadTop mnn apyrux CFTR-MoaynaTopoB [0 BK/OYEHUS

B UccnegoBaHue.

Kputepnmn MCKAOYEeHHUSs: LOCTUKEHUE COBEPLUEHHO-
NeTHero Bo3pacTa v NpekpaleHne HabnoaeHns B AETCKOM
LEeHTpe MyKoBuMCLMAO3a.

Ons  oueHkn 3addekTuBHocTM Tepanuum  CFTR-
MOAYNATOpPOM MBakadTop + nymakadTop B ucciefoBaHue
Oblfa BKOYEHA KOHTPObHAs rpynna naumMeHToB B KOnye-
cTBe 23 YenoBeK.

Kputepmussmn BK/IIOYEHHUSI NALMEHTOB B KOHTPOSbHYIO
rpynny 6bian:
® YCTaHOBNEHHbIN AUArHO3 «MyKOBUCLMAO3Y;

e Bo3pacT 2-17 ner;
® TeHOTUN NaLMeHTOB — KoMMayHA-retepo3unroTel (F508del

W Apyrue n3BecTHble NaToreHHble BapuaHTbl);
® OTCYTCTBME Ha3HayeHus npenaparta nesakadTop + ayma-

KadTop.

Y Bcex 3aKOHHbIX NpeacTaBuTeNnen AeTern U y aeTen
cTapwe 15 net 6bI10 B3STO MHPOPMUPOBAHHOE cornacue
Ha y4yacTue B uccneaoBaHuu.

YcnoBus npoBefeHUs uccnegoBaHus

Pa6oTta BbinonHeHa Ha Kadeape rocnutasabHOW neau-
atpun ®reoy BO YIMY MuHusgpaBa Poccun. Habop Knu-
HUMYecKoro maTepuana npooauics Ha 6ase [AY3 CO
«OOKB» 1. EKatepuHbypra — B neavMaTpu4yeckom oTaene-
HWW, AETCKOM KOHCYNbTaTMBHO-AMArHOCTUYECKOM LIEHTpE,
O6nacTHOM JETCKOM LIeHTpe MyKOBUCLIMAO3a.

MpoAoMKUTENIbHOCTb UCCNIE0BaHUSA

B paHHyto ny6anKaumio BKIOYEHbI pe3ynbTaTbl NEPBOro
3Tana uccnegoBaHus (¢ Hosi6psa 2021 no oKTa6pb 2022 r.).
Ha6ntofeHve 3a nauMeHTamu NpogosKaeTcs.

Ucnonb3oBaHHble AUArHOCTUHECKUE METO/ bl

KnunHnyeckunii ocmotp. KnuHudeckoe obcnegoBaHue
BKJIl0Ya/I0 B cebsi cOOp aHaMHe3a XU3HU KM O0Ne3HM,
aHanus3 )anob nauueHta, 06bEKTUBHOE WCCnefoBaHue
(ocMOTp, Nanbnauus, ayckynbTauus, U3MepeHue apTepu-
aNnbHOro AaBneHus, onpeaeneHne catypauum ¢ MCNob30-
BaHWEM NyNbCOKCUMETPA, UBMEPEHME MACChl Tena U pocTa
C NMOMOILLbIO BECOB M POCTOMEPA, pPacCYUTbiBaNM MHAEKC
mMacchbl Tena (MMT)).

OueHKka ©&U3NYECKOro pas3BUTUA MNaLMEHTOB Npo-
BOAMNAcb B COOTBETCTBMM C peKomeHaauuamu DPrey
«9HOOKPMHONOIMYECKUIN Hay4dHbii LeHTp» MwuH3apaBa
Poccuum (2017) [10].

JlabopaTopHbie MeToabl UCClefOBaHUA BKOYaIN
OGUOXMMUYECKMI aHaNM3 KPOBW (C onpeaeneHMeM YpOBHS
ANNT, ACT, obuero 6unupybuHa, WP, I'TTM), onpepene-
HWE YPOBHS MaHKpeaTM4YeCKOW anacTasbl B Kaje, uccne-
[loBaHWe XJ10pMA0B MoTa C UCNoNb30BaHWEM aHanM3aTopa
Macroduct.

McecnepoBaHMe BHELWIHECEKPETOPHOM (GYHKLMK MNomaxe-
NYAOYHOW }ene3bl OCHOBbIBANOCh HAa onpeaefieHnn naHkpe-
aTM4yecKom anacTtasbl B Kane. OLeHKa YPOBHS anacTasbl Npo-
BOAMNACH C UCMONb30BaHNEM MeTola UMMYHODEPMEHTHOIO
aHanM3a Kana. 3a TAKeny NaHKkpeaTUYecKyto HeJocTaTou-
HOCTb MPUHUMaNM ypoBeHb anacTasbl B Kane 100 MKr/n
n MeHee.

MoneKynapHo-reHeTMyeckas AuMarHoCTMKa npoBefeHa
BCEM MaLMeHTamM OCHOBHOW rpynnbl A0 Hayana uccneao-
BaHUSA C LIENIbI0 UCKJIIOYEHUS HOCUTENbCTBA KOMMIEKCHOro
annens Leud467Phe. B nabopatopun MONEKYNAPHO-reHeTH-

YecKon aAnarHocTukn PrbHY «MeanKo-reHeTUHecKuin Hayy-
HbIW LEeHTp UM. akag. H.lN. boyKoBa» METOAOM Ka4eCTBEHHO-
ro MLPA-aHannsa (MeTog MyfbTUMIEKCHOW aMiIndUKaLnm
NIMra3dHo-CBA3aHHbIX NPO6) NPOBEAEeH MOWUCK BapuaHTOB
HYKNeoTuaHOW nocnepoBaTenbHOCTU €.1521_1523delCTT
(F508del; p.Phe508del) n ¢.1399C>T (L467F; p.Leu467Phe)
B 9K30He 11 reHa CFTR (NM_000492), koaupytouwero
6enok CFTR.

UHCcTpymMeHTanbHble METOAbI HCCIeJOBaHMUS BKOYa-
N1 NPOBEAEHME CIMPOMETPUU C LieNblo oLeHKn @B/ ¢ onpe-
feneHvem nokasaTtenen o6bemMa GOPCUPOBAHHOIO BbigoXa
3a nepsyto cexkyHay (OPB,), GopcMpOBaHHOM KUSHEHHOM
emMKocTu nerkux (PXEJ), cpeaHe o6bEMHOM CKOPOCTH
Bbigoxa (COC,5_55) y NauUmMeHToB cTaplie 6 fer.

MepemeHHble (NpeaUKTOPbI, KOHdayHAEPbDI,

mvoaudukartopsbl apdeKkTa)

B KayecTBe KOHbayHAEPOB, CNOCOBGHbLIX UCKA3WUTb OXM-
faemble pe3ynbraTbl UCCNefoBaHKs, MOXKHO OTMETUTL clie-
Aylolne NnepeMeHHble:
® HEeconoCTaBMMOCTb MEHETUYECKUX BapUaHTOB y OCHOB-

HOW Y KOHTPONIbHOM rpynn;
® HebOoMblION pa3dMep BbIGOPKM MaLMEHTOB C NPOBELEHU-

em ©B/;

° Manasg A[ofs BblGOpKM AeTer B OCHOBHOW rpynne
(9 n3 23) ona npoBeaeHUs NOTOBOro TecTa, SBAsiolLe-
rocsi 06bEKTUBHBIM Kputepnem abdOeKTMBHOCTH NPOBO-
AVMMOTrO NeYeHus;

® OTCYTCTBME PE3YNbTaTOB OLLEHKMU YPOBHS X10PMAOB NnoTa
B KOHTPOJIbHOWM rpynne B CBA3M C HEBO3MOMXHOCTbIO MPO-
BeeHUs TecTa No TEXHUYECKUM MPUYUHAM.

JTnyeckan aKcnepTusa

Tema Hay4HO-UccnegoBaTeNbCKon paboTbl MU NPOTOKON
nccnenoBaHusa 0Ao6peHbl NOKabHbIM 3TUHECKUM KOMUTE-
ToM PIrbOY BO YIMY MuH3apaBa Poccuum (mpotokon N2 9
07 22.10.2021).

BknioyeHne B uccnegoBaHue NpoBOAMAOCH MpW MOAy-
4YeHMU NoANUCaHHOro MHGOPMMPOBAHHOIO LOOPOBOLHOIO
cornacva Ha o6cnefoBaHWe OT pPoauTeNns MAW 3akKOHHOro
npeactaBuTens pebeHka NnMbo oT pebeHKa, AOCTUrwero
Bo3pacTa 15 nert.

CtaTUcTUYECKHUE npoueaypbl

CtaTucTMyeckaa o6paboTKa AaHHbIX MpoBoaunach
C NMOMOLLbIO NaKeTa NpuUKNaaHbIx Nnporpamm Statistica 12.

Mcnonb3oBanu MeToAbl ONMcaTesbHOM CTATUCTUKM
4NS aHanuM3a NepeMeHHbIX C HopManbHbIM pacnpegeneHu-
eM (cpefHee 3HayeHwe M, cTaHgapTHoe OTK/IOHeHue SD,
MWUHUMabHOE M MaKCUMaibHOE 3HaYeHMs) M HenapameTpum-
YeCKMUX nepemeHHbix (MegnaHa Me [IQR]). HopmanbHOCTb
pacnpegeneHus onpeaensnM npuv MNoMowu Kputepus
LWanupo — Yunka. CpaBHUTENbHbIN aHanu3 ansg napame-
TPUYECKUX NEepPEeMEHHbIX NMPOBOAMAM C WMCMNOSb30BaHUEM
Kputepua CTblogeHTa, HemapaMeTPUYEeCKUX He3aBUCUMbIX
nepemeHHblXx — MaHHa — YUTHU, HenapameTpUYeCKUX 3aBu-
CUMbIX — BWNKOKCOHa; Ans KaTeropuanbHblX AaHHbIX —
Kputepua x2 TupcoHa (x2) (ecnu oxuaaemas vacTtoTa,
COOTBETCTBYylOLWAA HyneBOW runorese, 6onee 5), TOYHOro
[IBYCTOPOHHero Kputepuss duwepa (F) (ecnu oxuaaemoe
fIBIeHWEe NPUHMMaET 3HayeHne 5 n MeHee). Paznnyuns cym-
Tann CTaTUCTUYECKM 3HauvumbiMK npu p < 0,05, npu pac-
yeTe Kputepua duwepa yKasbiBancs ABYCTOPOHHUM Kpwu-
Tepuin 3Hayumoctu p. OueHka 3dOEKTUBHOCTM Tepanuu
npoBoAunacb ¢ UCMofib30BaHWEM MoKa3aTenen accouna-
LMW NS OLEHKW BennynHbl addeKkTa MeaULIMHCKOro BMe-
lwaTenbcTBa NPUMEHSANN NOKa3aTes b Pa3HOCTU abCOMIOTHbIX



Ta6nuua 1. PacnpegeneHune nauneHToB Mo rpynnam HabnogeHus
Table 1. Distribution of patients by observation groups

OcHoBHasg rpynna, n = 23 KoHTponbHas rpynna, n = 23
Mokasartenb
n (%) n (%)
lon
HeHckum 11 (47,8) 10 (43,5)
My CcKon 12 (52,2) 13 (56,5)
Bospact
Me [IQR] 10,0 [6,0; 13,0] 10,0 [6,0; 12,0]
Min-max 3,0; 17,0 3,0; 15,0

puckos, nnu Absolute Risk Difference (RD, 95% W) n oTHO-
cutenbHoro pucka (OP, 95% [1N); ¢ aTow Lenbto ncnosib3oBa-
v nporpammy MedCalc.

PE3YJIbTATbI

Y4yacTHUKU uccnefoBaHusa

B OoCHOBHyIO rpynny uccnenoBaHusa BKAOYEHbI 23 nauu-
eHTa B Bo3pacTte 2-17 neT ¢ yCTaHOBAEHHbIM AWArHO30M
«MYKOBMCLMNAO3», ABASAIOWMNECSH FOMO3UIOTaMu MO reHeTnye-
CKOoMmy BapuaHTy F508del npu UCKIOYEHUU HOCUTENLCTBA
KomnnekcHoro annens F508del, L467F, nony4yaBlume TapreT-
HblM NpenapaTt neakapTop + nymakadTop. B KOHTPONbHYO
rpynny uccnefoBaHus BKAOYEHbl 23 nauMeHTa B Bo3pacTte
2-17 neT C ycTaHOBJIEHHbIM AMArHO30M «MYyKOBMUCLIMO03»,
aBasolWmMecs KoMmnayHa-retepo3unrotamu F508del v gpy-
roro U3BECTHOro MaTOreHHOro BapuaHTa, He Mnony4vaBlune
npenapat ueakadtop + nymakadrop.

[MauMeHTbl OCHOBHOM rpynnbl o6ecneynBanncb Tapret-
HbIM NpenapaTomM nBakadTop + nymakadTop 3a cHeT doHaa
NOAAEPKKM AETEN C TAKENbIMU KUSHEYTPOXKAIOLWMMHU U XPO-
HUYECKUMKN 3ab60NieBaHUAMU, B TOM YUCNe pearkumu, «Kpyr
no6par [6].

JlekapcTBeHHbIM NpenapaT uBakadTop + nymakadrop
3aperncTpupoBaH Ha TeppuTopuun Poccuiickon depepaumm
(N2 J11M-00652 o1 02.12.2020) 1 npUMeHsieTcsa y NaLneHToB
C ABYXJIETHEr0 BO3pacTa, UMEILWMX B FEHOTUNE MyTaLuIo
F508del Ha aByx annensx B reHe CFTR [6].

M3 23 nauyMeHTOB OCHOBHOMW Trpynnbl HabawaeHuUs
Ha MOMEHT Ha4ana Tepanuu geTen B Bo3pacTe oT 2 Ao 5 net
6bl/10 4 yenoseKka (17,4%), oT 6 o 11 net — 13 4yenoBeK
(56,5%), o112 go 17 net — 6 nauymeHToB (26,1%). Jlnua myx-
CKoro nonacoctaBnnn 52,2% (n =12), COOTBETCTBEHHO LA

CpepHuit poct

(SDot-1p0+1)
70 65,2%
60
50
40
30
20
10

65,2%

52,2% 47,8%

YeHcKoro nona — 47,8% (n = 11). MegnaHa Bo3pacTa nauu-
€HTOB Ha CcTapTe TapretHou Tepanuu coctaBuna 10 [6,0—
13,0] neT; HaMMeHbLUMI BO3PaCT Ha MOMEHT Ha4vana feye-
HMsa — 3 roga, Hanbonbwnn — 17 net. B r. EKatepuHbypre
npoxuesanu 6 peten (26,1%), B ropogax CeepanoBcKoun
obnactm — 17 petewn (73,9%). Ctatyc «pebOEHOK-UHBaANIND»
nmenn 100% pgeten, ogHa nauneHTtka (4,3%) umena nanam-
aTuBHbIN cTaTyc, 7 aeten (30,4%) BocnuTbiBaAnChb B HEMNO-
HOW ceMbe. [MauneHTbl OCHOBHOM WM KOHTPOJIbHOM rpynn
6bl/IM COMOCTaBUMbI MO N0y 1 Bo3pacTy (Tabn. 1).
JlekapcTBeHHbIM NpenapaT uBakadTop + nymakadrop
Ha3Ha4ancs B COOTBETCTBMM C MHCTPYKLIMEN MO ero npume-
HEHMIO C Y4€TOM BO3pacTa U Macchl Tena pebeHkKa [6].

Pe3ynbTaTtbl AUArHoOCTUYECKUX TECTOB

CocTtosiHue Bcex 23 nauneHTtoB (100%) oCHOBHOM rpyn-
nbl 1 23 nauneHToB (100%) KOHTPONbHOM FPYMMbl HA MOMEHT
cTapTa UccnefoBaHMsA OLIEHMBANOCh KaK CpedHeTsKenoe
WK Tshenoe, 6POHX0NEroYHblM NPOLLECC Haxoamncsa B cTa-
OWN HEMOMHOM K/IMHMYECKON pemuccuun. CaTypauus Kuc-
nopoga y Bcex 06cfiegoBaHHbIX Haxoawnacb B npeaenax
HOopMbl (95-100%).

OvHamnyecKas oueHKa pM3MYeCcKoro pasBuTUs Ha Npo-
TSKeHMn 1 roga HabnAeHUs BbiiBMNA, YTO KOAMYECTBO
nauMeHToB, MMEBLLUMX CpeAHWe MoKasaTenu pocTa, cylle-
CTBEHHO HE UBMEHMIOCh KaK B OCHOBHOM, TaK Y B KOHTPOJIb-
HOW rpynnax. POCT HUXKe cpedHero u HU3KOPOCIOCTb Yalle,
HO He 3Ha4mmo (p = 0,765) yepesd 12 Mec cTanu BCTpeYaTb-
ca B 06eux rpynnax mccnegoBaHus (puc. 2). Konuvectso
aeten co cpegHumu 3HadveHuamu MMT (SD ot -1 go +1)
MMEeNo TeHAEHLMIO K YMEHbLIEHUIO K KoHUy 1 roga B ob6e-
mx rpynnax (¢ 43,55 go 39,1%, p = 0,546). KonnyecTtso

PocTt HMKe cpeaHero (SD ot -1 po -2)

+ HU3KopocnocTtb (SD < -2)

39,1% 43,5%

17,4% 21,7%

Crapt 12 mec
[] OcHoBHas rpynna

Puc. 2. luHaMunKa pocTa NauneHToB OCHOBHOW M KOHTPObHOW rpynn
Fig. 2. Growth dynamics of patients in the main and control groups

Crapt 12 mec

[ KoHTponbHas rpynna
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CpeaHun UMT
(SD ot -1 po +1)

UMT HuXe cpepHero:
NMOHUKEHHOE NUTaHue
(SD ot -1 po -2)

U HEeA0CTAaTOYHOCTb NUTAHUSA
(SD < -2)

UMT Bblwwe cpepHero:
noBbilWEeHHOE NUTaHue
(SD ot +1 o +2)

U oXxupeHwue (SD > +2)

60

50 47,8%
43,5%

40 39,1% 39,1%

47,8%

30
20
10

34,7%

47,8% 47,8%

17,4%

13,0% 13,0%

8,6%

Crapt 12 mec Crapt

12 mec Crapt 12 mec

[] OcHoBHasa rpynna [ KoHTponbHag rpynna

Puc. 3. InHamnka UMT naumMeHTOB OCHOBHOW M KOHTPOJSIbHOM rpynn
Fig. 3. Dynamics of BMI in patients of the main and control groups

[eTen C NOHUMKEHHbIM NUTaHunem (SD oT —1 ao —2) u Hepo-
CTATOYHOCTbIO MUTaHUA (SD < —2) 9BNAN0Cb CTabWUJIbHbIM
B OCHOBHOW rpynne n HeaHa4yutenbHo (p = 0,807) yBennyun-
JIOCb B KOHTPOJIbHOM rpynne. [JeTn ¢ NOBbIWEHHbIM MUTaHK-
€M Ha cTapTe HabnoAeHUs BCTpeYanancb HECKONbKO Yalle
B KOHTPOJIbHOM, YeM B OCHOBHOM rpynne (p = 0,767); B AnHa-
MUKe YMCNOo AeTen ¢ noBbiweHHbIM UMT B OCHOBHOM rpynne
yBenunuunocb (p = 0,224), a B KOHTPOJIbHOW, HaoboporT,
cHuawunoco (p = 0,168) (puc. 3). Taknum o6pas3om, AMHAMKKa
M3MEeHeHU B NoKasatensx GU3n4ecKoro pa3BuTus B 06enx
rpynnax HabnoAeHUs Hocuna TEeHAEHUMO3HbIM XapaKTep.
B KOHe4HOW To4YKe uccnegoBaHus, Yyepes 12 mec, 3Ha4Ynmble
pasnvyunsa B nokasatensx GU3NYeCcKOoro pas3BUTUSA MeXay
OCHOBHOW M KOHTPOJIbHOW rpynnamu oTCyTCTBOBaIMN.

Mpu nccnegoBaHMmM GUOXMMUYECKUX MOKa3aTeNnen Kpo-
BM (06wmn 6unnpybud, AT, ACT) HM y oaHOrO M3 Nauu-
€HTOB OCHOBHOM rpynnbl He 6blN10 3adUKCUPOBAHO MOBbI-
weHunsa aktusHoctu AJIT n ACT > 5 BEpXHMX FpaHuL, HOPMbI
nnu coyetanHms nosbiwerns ACT > 3 n obuiero 6unmpybuHa
> 2 BEPXHWUX TpaHuL, HOpPMbl, NOTpPeboBaBLIEro OTMEHbI
NledyeHus npenapartom [6].

[MpM KONMYECTBEHHOM OLEHKE 3Ha4YeHWn MokazaTtens
AJIT B OCHOBHOWM rpynmne 3Ha4yMMble U3MeHeHus Yepes 1 rog
/le4eHnss He BbIiBAEHbl. B KOHTPONbHOW rpynne oTMme-
4YeHO 3HayMmoe nosbileHne ypoBHA AJIT yepesd 12 mec
(p =0,036), HO Npx 3TOM MNOKa3aTeNb OCTaBalcs B npeje-
nax pepepeHCHbIX 3Ha4YEHUN.

YpoBeHb ACT KaK Ha cTapTe HabnwogeHus, Tak
n yepes 12 mec 6bl1 3HAYMMO Bbille B OCHOBHOM rpynne.
B 10 e Bpem$sl B AMHAMKKe y NaLMeHTOB OCHOBHOM Fpynmbl
OH HEe U3MEHSICS, @ B KOHTPOJIbHOW Fpynne, HanpoTuB., CTa-
TUCTUYECKM 3Ha4YMMO nosbiwancs (p = 0,011).

OTMEeYeHO 3HAYMMOE CHUXKEHWE YPOBHS obLliero 6unu-
pybuvHa B OCHOBHOM rpynne (HaynHasa y>ke ¢ 3 Mec npuema
npenapata). B KOHTpoOnbHOW rpynne oTMeYeH NpPOTMBOMO-
JIOXKHbIN pe3ynbTaT — BbiiBNE€HA TEHAEHUMS K MOBbILWEHMIO
obuwero 6unmpyburHa yepesd 12 mec MOHMTOpPUHra (p < 0,073).
Yepes 12 mec B OCHOBHOM rpynne o6wmnin 6unupybuH ctan
3Ha4yMmo 6onee HM3KMM (p < 0,016), yem Ha cTapTe.

B ocCHOBHOW rpynne OTMEYEeHO [OOCTOBEPHOE CHWKe-
Hue LWL®P yepes 12 mec neyvenus (p = 0,000), 4To NpuBeno
K HOpManun3auuun ypoBHS depmeHTa. B KOHTponbHOW rpynne
ypoBeHb LL®P He meHsncs m octaBancs Bbiwe pedepeHc-

HbIX 3Ha4YeHUN. [okaszaTenn depmMeHTa Ha cTapTe He pas-
nMyanuncb, Yyepe3 12 mMec B OCHOBHOWM rpynne oTMeyvyeHa
TeHAeHUMs K 60/iee HU3KUM 3HayeHUsM, YEM B KOHTposie
(p < 0,064).

3HaymMmble pa3nuuusa B nokaszatenax [TTIM Ha cTapTe
HabMtoAeHUs 1 Yepeld 12 Mec Mexay rpynnamu oTCyTCTBO-
Banu. lpu aTom onpeaeneHo 4OCTOBEPHOE CHMeHue [T
B AMHaMMKe Yyepe3 12 Mec B oCHOBHoM rpynne (p < 0,001);
B KOHTpoOne ypoBeHb [T Tl 6bin cTabuneH (tabhn. 2).

Mpuv oueHKe 00NM NAaUMEHTOB C NOBbILWEHHbIMU 3HAYEHU-
amun AJIT B AMHaMKKe Hab0AeHUS, a TaKXe NPy CPaBHEHUMU
KOHTPO/IbHOM M OCHOBHOW FPynmn Ha cTapTe U Yyepes3 12 mec
3HAYUMBbIX Pa3/IMYMN BbIBIEHO He Obl1o. KonunyecTtBo
nauMeHToB ¢ nosbilWeHHoNW ACT B 06eunx rpynnax 3Ha4Mmo
HE MEHSNIoCh; Ha cTapTe 4YacToTa noBbilieHHoM ACT 6bina
HEe3Ha4yMMO Bbllle B OCHOBHOW rpynne (Kkputepun duwepa,
p = 0,053, p > 0,05), ogHaKo Yepe3 12 mec aTO0 nNpeobna-
[laHune cTano 4oCTOBEPHbIM (Kputepun ®uwepa, p = 0,012).

B ocHoBHOW rpynne Ha ¢GOHe nevyeHus runepounmpy-
OMHEMMUSA OTMe4anacb pexe, B OT/IMYME OT KOHTPOJSIbHOM
rpynnbl, roe 4yeped 12 Mec HabMOAEHUS BbiSiB/eHa TeH-
JeHUMs K npeobnagaHuio geten ¢ runepbunnpybuHemmen
(p < 0,054).

Yucno nauyMeHToB €  BbICOKMM ypoBHem LD
yepe3 12 MeC B OCHOBHOW rpynne CyueCcTBEHHO CHWU3W-
nocb (p = 0,000) 1 cTano 3Ha4MMO MeHblUe, YeEM B rpynne
KoHTpons (p = 0,000) (ta6n. 3). Takum 06pa3om, Npu Ha3Ha-
YEeHUW TapreTHOM Tepanunmn OTHOCUTENbHbBIN PUCK rMnepdoc-
dpaTazemun cHmanca B 5 pas (OP = 0,187 (0,063-0,557)),
unn Ha 56,6 (RD = 56,6% (28,65-73,68)).

KonnMyectBo nauymMeHToB C NOBbIWEHHbIM ypoBHeEM [T TI1
Ha CcTapTe CyLLeCTBEHHO NpeBanMpoBaso B OCHOBHOW rpyn-
ne (p < 0,001), B npouecce ne4yeHns 3Ha4MMO CHUXKanocb
(p = 0,003), B TO e Bpems K 12 Mec nevyeHuns, HecMoTps
Ha 6ofiee HW3KYK 4acToTy, AOCTOBEPHO HE OTIM4alocb
OT TAaKOBOIO B rpyrnne KOHTPosis (Tabs. 4).

McenegoBaHue xnopuaoB noTa MPOBOAMIOCH TObKO
y OeTel OCHOBHOM rpynnbl: cpegHee copepxanue (M (SD))
coctaBuno 120,26 (13,99) mmonb/n, pa3max 3Hade-
HUM — 89,0-139,0 mmonb/n. OueHKa NOTOBOro TecTa
B AMHaMMKe Oblla OCylWecTB/ieHa TOIbKO Y 9 mauueHToB.
Yepes 3 1 6 mec nnieyennsa M (SD) xnopuoB nota 0GHapyKu-
J10 OTHET/IMBYIO TEHAEHLMIO K CHUXKEHUIO — COOTBETCTBEHHO



Ta6nuua 2. broxumunyeckre nokasartenu y ietein OCHOBHOM U KOHTPOJIbHOW rpynn B AMHaMUKe HabnioaeHUs
Table 2. Biochemical parameters in children of the main and control groups in the dynamics of observation

. Me [Q,-Q;]
OKa3arTeb, _ _
AMANa30H HOPMbI OcHoBHag rpynna, n = 23 KoHTponbHas rpynna, n = 23 p
Crapt Yepe3 12 vwec Crapt Yepe3 12 mec
1:2=0,693
ANT 19 23 15,0 20,0 1:3=0,049
(7-40 ME/n) [17-4T7] [16-35] [10,0-28,0] [13,0-26,0] 3:4=0,036
2:4=0,212
1:2=0,369
ACT 35 37 23,0 24,0 1:3=0,003
(10-40 ME/n) [29-57] [27-48] [18,0-29,0] [20,0-32,0] 3:4=0,011
2:4=0,004
1:2=0,029
Ob 74 5,5 7,0 7,8 1:3=0,687
(5,0-21,0 MKmoOnb/n) [5,5-9,0] [4,8-8,1] [5,8-10,5] [5,8-22,0] 3:4=0,073
2:4=0,016
1:2=0,000
e 291,2 177,5 280,0 243,70 1:3=0,248
(119-193 ME/n) [240,3-376,8] [157,6-191,1] [197,70-399,0] [167,20-309,00] 3:4=0,176
2:4=0,064
1:2=0,001
rrTn 17,0 11,0 11,0 13,0 1:3=0,162
(5-15 ME/n) [11,0-27,0] [8,0-15,0] [10,0-14,0] [9,0-17,0] 3:4=0,546
2:4=0,362

MpumeyaHune. ANIT — anaHnHamuHoTpaHchepasa; ACT — acnapTaTaMnHoTpaHchepasa; Ob — obwuit 6unnpy6uH; LWL — wenoyHasa pocoda-
Tasza; [MTMN — ramma-rnytamMunTpaHcnentuaasa.

Note. ALT (AN1T) — alanine aminotransferase; AST (ACT) — aspartate aminotransferase; TB (Ob) — total bilirubin; ALP (LLld) — alkaline
phosphatase; gamma-GTP — gamma-glutamyltranspeptidase.

Ta6nuua 3. CBA3b MeXAy YPOBHEM LienoyHon dochaTasbl U npumeHeHnem CFTR-moaynaTtopa nusakadtop + nymakadprop
Table 3. The association between the level of alkaline phosphatase and the usage of the CFTR modulator ivacaftor/lumacaftor

No/total (%)
RD, % OP, %
Mokasartens OcHoBHas KoHTponbHas p (F) 95% A 95% AU
rpynna rpynna
(r Mnﬁ&?ﬁ??ﬁso oTke 3/23(13) 16/23 (69,6) 0,000 56,6 0,187
yp P ' ' 28,65-73,68 0,063-0,557
KpoBw Bblwe 193 ME/n)

Mpumeyanme. LU — wenoyHas docodarasa.
Note. ALP (LL1d) — alkaline phosphatase.

Ta6nuua 4. KonnyecTso nauneHToB ¢ UBMEHEHHbIMU BUOXMMUYECKUMU NOKa3aTensiMu (Bblle pedepeHCHbIX 3Ha4YeHUI) y AeTe OCHOBHOWM
M KOHTPOJIbHOW TPpynn B AMHaMUKe HabnoaeHUs

Table 4. The number of patients with altered biochemical parameters (above the reference values) in children of the main and control
groups in the dynamics of observation

n (%)
NMoka3arenb OcHoBHag rpynna, n = 23 KoHTponbHas rpynna, n = 23 p (F)
Crapt Yepes 12 mec Crapt Yepes3 12 vec
1:2=0,459
ANT 6 3 2 1 1:3=0,242
(> 40 ME/n) (26,1) (13,0) (8,7) (4,35) 3:4=0,617
2:4=0,608
1:2=0,749
ACT 6 8 1 1 1:3=0,095
(> 40 ME/n) (26,1) (34,8) (4,35) (4,35) 3:4=10
2:4=0,021
1:2=0,489
Ob 2 0 2 4 1:3=1,0
(> 21,0 MKMoOnb/n) (8,7) (8,7) (17,4) 3:4=0,665
2:4=0,109
1:2=0,000
e 17 3 18 16 1:3=1,0
(> 193 ME/n) (73,9) (13,0) (78,3) (69,6) 3:4=0,738
2:4=0,000
1:2=0,005
rrTn 14 4 3 7 1:3=0,002
(> 15 ME/n) (60,9) (17,4) (13,0) (30,4) 3:4=0,284
2:4=0,491

MpumeyaHune. AJIT — anaHnHamuHoTpaHchepasa; ACT — acnapTaTaMnHoTpaHchepasa; Ob — obwui 6ununpy6uH; P — wenoyHasa pocoda-
Tasza; [MTMN — ramma-rnytamMuntTpaHcnentuaasa.

Note. ALT (AN1IT) — alanine aminotransferase; AST (ACT) — aspartate aminotransferase; TB (Ob) — total bilirubin; ALP (LLl®) — alkaline
phosphatase; gamma-GTP — gamma-glutamyltranspeptidase.
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YpoBeHb X10pUAOB NoTa B AUHaMuKe, M (SD), Mmonb/n

p < 0,093
OcHoBHasi < >
rpynna,  P<0058
n=9
125 p<0,813
120 120,26
115 :
13,
110 (13,99)
105 103,22
1 102 — y
100
o5 (10,38) (5,65)
90 T T T
Crapt Yepes 3 mec Yepes 6 mec

Puc. 4. YpoBeHb XJIOPUA0B MNoTa B AUHaAMUKe
Fig. 4. The level of sweat chlorides in dynamics

102,0(10,38) mmonb/n (p < 0,058) n 103,22 (5,65) mmonb/n
(p <0,093). lNMpKn aTOM HOPManNM3aLun 3HAYEHUN HE NPON30-
LWNO HM B ogHOM cnydae (pasmax — 97,0-115,0 mmonb/n)
(puc. 4).

Mpu oueHke PB/] ycTaHOBNEHO, YTO Ha CcTapTe Habnae-
HMS TaKne noxasatenu, kak OPB, (%), PHEJT (%), PHEJT (n)
6bl/1M 3HAYUTENbHO HUXKE B OCHOBHOM rpynne, 4em B KOHTPOJ1b-
HOWM, YTO OTparkasio TAXKECTb COCTOSHUS JIEFOYHOM (YHKLUK
y AeTeN OCHOBHOM rpynnbl. B AMHaMunKke neveHus yepes 12 mec
B OCHOBHOM rpynne TofibKo nokasatenb PHEN (n) umen TeH-
OeHUMI0 K noBblweHuto (p < 0,068). B KOHTPOSIbHOW rpynne
oTMevanacb TEHAEHUMS K CHuxeHuio OPB, (%) (p < 0,067)
n OXKEN (%) (p < 0,057). B KOHEYHOW TOYKE UCCNeaoBaHUs

B OCHOBHOW rpynne nokasaresib 0PB, (%) Bce e 6bln 3Hauu-
MO HKe (p < 0,035), a ocTanbHble NOKa3aTenu He OTINYannCh
OT TaKOBbIX B rpynne KOHTpons (Tabs. b).

AHanM3 4acToTbl BCTPEYAEMOCTM M3MEHEHHbIX MOKa3a-
Tenen ®B/ noaTBepaAnn pe3ynbTaThbl, MONYYEHHbIE MPU OLLEH-
Ke KO/IMYECTBEHHbIX AaHHbIX: B AWHAMUKe HabnoaeHus
B OCHOBHOW rpynne AOCTOBEPHO YBEAWYUIOCH KOAMYECTBO
[eTen C HU3KMM NoKa3aTenem OdJB1 B NPOLEHTHOM namepe-
HUM — ¢ 64,7% (n = 11) 0o 94,1% (n = 16), p = 0,034. Taknm
ob6pasom, 4yepe3 12 mec 4yactoTa 6pPOHXMAbLHOM OBCTPYK-
LMW — CHWXeHHble nokasaTesm OPB; n COC,5_,5 B Mpo-
LEeHTHOM U3MePEHUN — OblSila 3HA4YMMO Bbllle B OCHOBHOWM
rpynne, 4em B KOHTpOne: COOTBETCTBEHHO 94,1% (n = 16)

Ta6auua 5. [Nokasatenn GyHKLUUN BHELIHErO AblXaHUA Y AeTel OCHOBHOM M KOHTPOJIbHOW TPynn B AMHAMUKe HabtloaeHns
Table 5. Indicators of respiratory function in children of the main and control groups in the dynamics of observation

Me [Ql_Q3]
lNokasarenb OcHoBHas rpynna, n = 17 KoHTponbHas rpynna, n = 21 p
Crapt Yepe3 12 vec Crapt Yepes 12 mec
1:2=0,687
0PB,, % 55,7 68,7 77,7 72,25 1:3=0,027
(N >80%) [46,6-86,2] [54,5-75,2] [71,2-90,2] [62,9-84,6] 3:4=0,067
2:4=0,035
1:2=0,210
ODB. N 1,32 1,4 1,72 1,69 1:3=0,061
v [0,94-1,48] [0,9-2,08] [1,2-2,44] [1,35-2,14] 3:4=0911
2:4=0177
1:2=0,723
PHEN, % 62,0 68,6 80,60 76,65 1:3=0,031
(N >80%) [52,6-89,2] [64,5-78,6] [72,6-95,1] [65,95-86,10] 3:4=0,057
2:4=0,084
1:2=0,586
OWKES. 1.4 1,60 1,88 1,86 1:3=0,031
’ [1,14-1,88] [1,15-2,18] [1,49-2,77] [1,58-2,54] 3:4=0,737
2:4=0,084
1:2=0,177
COCy5_75 % 95,1 78,2 103,5 90,55 1:3=0,256
(N >80%) [61,5-113,0] [561,3-97,0] [79,0-121,4] [79,0-104,25] 3:4=0,126
2:4=0,158
1:2=0,214
coc n 1,45 1,78 2,67 2,61 1:3=0,256
25-7% [1,16-3,24] [0,98-3,39] [1,43-3,58] [1,62-3,54] 3:4=0,455
2:4=0,397

Mpumedarnune. OPB, — 06beM GOPCMPOBAHHOTO BbIfOXa 3a NEPBYIO CeKYHAY; PHE/T — GopcUpOoBaHHAR KUSHEHHAS EMKOCTb NETKUX;

COC,5_;5 — CpeaHsis 06beMHas CKOPOCTb BblAoXa.

Note. FEV, (O®B,) — forced expiratory volume for the first second; FVC (®PXEJT) — forced vital capacity; FEF,5_;5 (COC,5_;5)— forced expira-

tory flow rate.



n 38,1% (n = 8), p = 0,000; 58,8% (n = 10) n 23,8% (n = 5),
p =0,029.

UccnenoBaHne BHELIHECEKPETOPHOM GYHKLMW MOAMXKENY-
[I04HOW Kenesbl 6a3MpoBanochb Ha OMNpeAeneHUn MnaHkpea-
TUYECKOW anactasbl B Kane. Meauara (Me [Q,-Qs]) anacta-
3bl B OCHOBHOWM rpynne coctaBuna 15,0 [5,0-36,0] MKr/T,
pasmax 3HadeHun — 15,0-494,0; B KOHTposbHOM — 15,0
[15,0-152,0] ™mKr/r, pa3max 3HavyeHun — 15,0-500,0,
YTO B LIE/IOM CBMWAETENIbCTBOBANO O THXKENOW CTEMEHU NaH-
KpeaTnyecKom HeJoCTaTOYHOCTH Y AeTen 06eunx rpynn. B anHa-
MUKe Yepes 12 Mec YpPOBEHb 3nacTasbl He U3MeHUCs B 06e-
WX rpynnax: B ocHoBHOW cocTtaBun 15,0 [15,0-84,0] MKr/r
(p <0,198), B KOHTpoNne — 15,0 [15,0-15,0] MKr/T (p < 0,109).

Ha cTapte Tepanuu Taenas naHkpeaTudeckas Hepao-
CTaTO4YHOCTb OTMe4anacb y 95,7% (n = 22) nauueHToB
OCHOBHOM rpynnbl (pa3max 3HadyeHun coctaBnsn ot 15 go
63 MKI/T MaKCMManbHO), YTO GbINO 3HAYUTENBHO Yalle, Yem
B KOHTpPOJSbHOM rpynne — 73,9% (n = 17), p = 0,041.

Yepes 12 mMec HabNoAeHUs YacToTa TSXKENOoW NnaHKkpe-
aTM4YeCcKoW HeaoCTaTOYHOCTM [OCTOBEPHO HE M3MEHMNachb
B 06€eux rpynnax: B OCHOBHOW rpynne oTMe4yeHa TEHAEHLNS
K CHWXeHWto — ¢ 95,7% (n = 22) po 78,3% (n = 18), p < 0,08;
B KOHTPOJIbHOW rpynne HeCcKobKo noBbicMnacb — ¢ 73,9%
(n = 17) po 82,6% (n = 19), p = 0,722; paznuyuna mexay
rpynnamu B KOHEYHOW TOYKE MCCeaoBaHMs OTCYTCTBOBa-
m—78,3%(n=18)n82,6%(n=19),p=1,0.

Cpean HexenaTtenbHbIX ABAEHUNW, HabnogaemblX y 7 U3
23 nauueHToB (30,4%), oTMe4YanuCb racTPOUHTECTUHANb-
Hble CMMMNTOMbI, TAKNe KaK 60K cnacTMYECKOro XxapakTepa
B 3nuractpasbHON M OKONOMYyNo4yHOM 061acTH, NPOXoauB-
LLIMe CaMOCTOATENbHO TG0 KyNMMpPOBaBLLUMECS OAHOKPATHbIM
NPUEMOM CMNa3MOJIMTUKOB.

MNosiBNeHNE Pa3KMKEHHOIO CTyNa Y YETbIPEX NALMEHTOB
(16,7%), no Bcen BUAMMOCTH, OblNIO CBA3AHO C MOBbIWEHM-
€M B paLMOHEe MUTaAHUS XXUPOB U CBOEBPEMEHHO HECKOP-
PEKTMPOBAHHOW [030M MUKpOCchHEepUYecKknx depmMeH-
TOB. BbllleyKa3aHHble *anobbl KynupoBajiuCb B Te4eHue
HECKONIbKMX AHEeN Ha POHe MCnonb30BaHWA YBEMYEHHOM
[03bl NaHKpeaTnHa B BUAE MUHUMUKpPOCHEpP U He TpeGoBa-
/1M OTMEHbI TAPreTHOM Tepanuu.

YXyaweHve o6uiero camoyyBCTBMS Ha ¢dOHe Tepanuu
He oTMeYal HW OAMH U3 naumeHToB. B 82,6% cnyyaes (19 nauum-
€HTOB) OTMeYaNnocb ycuneHne Kawnsa B nepsble 10-14 aHen
npuema nBakadptop + nymakadrtop, y 5 nauneHToB (21,7%) —
06GM/IbHOE OTXOXK[EHWE MOKPOTbl CO CrycTKamMu B MNepBble
[HM npuema npenapata. [locne 2-4 Hen Tepanuu Kallenb
N OTXOXAEHME MOKpPOThI Yy Beex nauneHToB (100%) ymeHbLln-
NUCb. HexkenaTtenbHbIX IBMEHWIA CO CTOPOHbI CEPAEYHO-COCY-
AMCTOM CUCTEMbI B BMAE 3MNW30A0B MOBbLILWIEHWS apTepuab-
HOro AaB/IeHNS He 6blN0 3aUKCMPOBAHO HU B OHOM Clly4yae.
Mpw oLEHKe COCTOSIHMS OpraHa 3PeHUs COBMECTHO ¢ odTasb-
MOJIOrOM B AMHAMWKE HW Yy OHOrO M3 MaLMEHTOB He 6blIo
BbISIBJIEHO TAKOI0 OC/IOXHEHWS Tepanuu, Kak KaTapakTa.

OaHUM m3 KputepmneB 9GDOEKTUBHOCTU TapreTHOW Tepa-
nUW ABNSNACb OLIEHKA YacTOTbl rocnuMTanvM3auuni, cBsS3aH-

HbIX C 060CTpeHMEM BPOHX0IErOYHOIo NpoLiecca. 3a 12 mec
HabNAeHNS B OCHOBHOWM rpynne TONbKO OAHOMY MaLUeHTY
(4,3%) noHapgo6unacb rocnMTannsanus no NnoBogy BHe60b-
HWUYHOM NPABOCTOPOHHEN CErMEHTAaPHOM MHEBMOHMUU; B KOH-
TponbHOW rpynne — B 11 cnyyasax (47,83%) Habnoganocb
060CTpeHne GPOHXOIEro4YHOro npoLecca, NnoTpe6oBaBLLIEro
NleYeHus B yCNOBMUSX cTalMoHapa. Takum o6pa3oMm, UCMNOSb-
30BaHWe TapreTHOW Tepamnuu CHWMKano PUCK 06OCTPEHMI
GPOHXONIErOYHOr0 MnpoLecca, Tpe6oBaBLIMX rocnuMTanvsa-
umun, B 11 pas, nnm Ha 43,5% (Tabn. 6).

OBCYXAEHUE

Pe3loMe OCHOBHOro pesynbTata uccjiejoBaHus

MNpumeHeHne neakadTop + nymakadtop nokasano 60/b-
LMK KNUHUYECKUIM 3D DEKT B ynyyLleHUn GYHKLMOHUPOBaAHKSA
OpPraHoB MULLEBAPEHMS: YCTAHOBIEHO YMEHbLLIEHWE MPU3Ha-
KOB Xo0flecTa3a — CHUWMXEHWe pucka runepdocdartazemuu,
3HAYMMOE CHMMEHWE YMCNa MaALMEHTOB C BbICOKMM YpPOB-
Hem [TTI; BbiIgsBNEeHa TEHAEHLUMSA K NOBbLILEHUIO aKTUBHOCTHU
naHKpeaTUYeCcKON anacTasbl; OTMEYEH CTAaBUIIbHbIN YPOBEHb
AKTUMBHOCTM NeYEHOYHbIX GEPMEHTOB, B OT/IMYME OT rpynnbl
geten 6e3 npumeHeHus CFTR-mopynstopa, raoe Habnwogan-
ca 3HauyuMmblM pocT nokasartenen AJNIT n ACT. YcTtaHOBNIEHO
BbIpaXEHHOE CHUXEHME PUCKa rocnuTann3aumii, CB3aHHoe
¢ npumeHeHnem CFTR-moaynsatopa MBakadTtop + nymakadp-
TOp. BbiiBNeHa TEHAEHLMSA K CHUXKEHMIO MOKa3aTenemn xnopu-
[10B noTa. He 0TMEYEHO CyLLECTBEHHbIX UBMEHEHWI B OLIEHKE
®B/ v nokasaTenax GM3M4YecKoro pa3BuTus.

UHTepnpeTauua pe3ynbTaToB UcciejoBaHUSA

Mo paHHbIM 3apybeXHblX UccnegoBaHWi, oOTMede-
Ha 3ddEeKTMBHOCTL Mpenapata uBakadTop + nymakadpTop
npuTepanumnaumeHToB-romo3unrot F508del Bcex BO3pacTHbIX
rpynn [4]. B psae uccnefoBanui [2, 5] nokasaHa NoNoKUTENb-
Has CBSI3b MEXIYy NPUMEHeHMeM nBaKadTop + nymakadTop
y IeTen ¢ MyKOBUCLMI030M M MOKa3aTensiMm pocta peGeHKa.
Mpy NpoBeAeHWM JAHHOrO WCCNeaoBaHWUs He YCTaHOBJIEHO
OTHYETIMBOro BAUAHUS NpenapaTa Ha MHTerpanbHbii Nokasa-
Tenb dpusmnyeckoro passutng — UMT. [poaemMoHCTpMpoOBaHO
OTCYTCTBME 3HAYMMbIX Pa3AMYUA B PUIMYECKOM Pas3BUTUM
MeXy rpynnamMv B KOHEYHOM TOYKE MccneaoBaHus. B To e
BPEMS BbIIBIEHA TEHAEHUMS K YBEIMYEHWIO 4ucna AeTen
¢ noBblWwWeHHbIM UMT B rpynne, nonyyaBLllen TapreTHoe neve-
Hue (c 8,6 0o 13,0%), B 0OTAn4Me OT rpynibl KOHTPONSA, FAe KOMn-
4eCTBO TaKuX AeTen, HaobopoT, cHU3MNoch (¢ 17,4 o 13,0%).
KonnyecTBo aetein ¢ NOHMMKEHHbIM NMUTAHWMEM W HeaoCTaTou-
HOCTbIO MUTaHUS B OCHOBHOWM rpynrne He MEHSN0Ch, a B KOH-
TponbHOM rpynne ysenuyunocb ¢ 34,7 po 47,8%. He ncknio-
YEHO, YTO NP NPOAOIKEHWUMN NIEHYEHNS YKa3aHHbIe TEeHAEHLMN
B MU3MEHEHMM Macchl Tena 1 pocTa 6yayT TpaHCHOPMUPOBaTb-
Csi B 3aKOHOMEPHOCTb.

Ony6nnKoBaHHble paHee pe3ynbTaTbl, MOJYYEeHHble
B XO/J€ MPOCMEKTUBHOIO NOHIUTIOJHONO MHOMOLLEHTPOBOIo
nccneoBaHMa Ha OCHOBE JaHHbiX Perucrpa nauueHToB
C MyKoBucuuao3om B Poccuirickon Pepepauuu, csuie-

Ta6nuua 6. CBA3b MeXAY 4aCTOTOM rocnuTannsaumnin u npumeHennem CFTR-moaynaTopa nsakadbrop + nymakadrtop
Table 6. The association between the frequency of hospitalizations and the usage of the CFTR modulator ivacaftor/lumacaftor

No/total (%)
n F RD, % OP, %
OHasarent OcHOBHas KoHTponbHas p (F) 95% AU 95% Ou
rpynna rpynna

Yucno o6ocTpeHui
6pPOHXONEr04HOro 435 1
nholeste, 23044 11/23(41.8) 0,001 18 52—Y63 02 1,543-78,395
notpe6oBaBLLMX ) ) ) ,
rocnuTanu3auumu

w
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TENbCTBYIOT O TOM, YTO MPUMEHEHME MNpenapata MBaKad-
TOop + NymakadTop cnoco6CTBYET [OCTOBEPHOMY MOBbILLE-
Huio OPB,, npu atom PHEJT focTOBEPHO HE M3MeHseTcs
[B]. PeadynbTaTbl HacTosWero uccneagoBaHus no oueHke B/,
ABUANCH HEOAHO3HAYHbIMW W /UL YACTMYHO coBMajato-
WMMW C MHEHMSMW aBTOPUTETHbIX crieunanncTos [5]. Tak,
B KOHEYHOW TO4YKe uccnegoBaHus — 4epe3 12 mec —
He 6blJI0 MOMYYEHO 3HAYMMbIX PA3IMYUN MEXAY rpynnamu,
nofay4YaBWMMW U He MNOAyYaBLWMMW TapreTHbIM npenapar,
no nokasaTtensam OCDBL OHKEN, COCQ5_75. YacTnyHo 3TOT
pe3ynbTaT MOXHO 06bSACHUTL BO3PACTOM Hayana Tepanuu,
6oniee TAXeNbIM Mopa)eHWem CUCTEMbl OPraHoB AbIXaHWs
y OEeTEN, ABNKIOUMXCH FTOMO3WIOTHLIMU HOCUTENSMWU MyTa-
ummn F508del reHa CFTR, KOTopbiM 6blla Ha3Ha4yeHa Tepa-
nusa mBakadTop + nymakadtop, — 605€ee HU3KUM YPOBHEM
nokasarenen 6pPoHXManbHON MPOBOAMMOCTM U KUSHEHHOM
E€MKOCTW NNerkux Ha cTapTe.

B 10 e Bpemsi HEO6XOAMMO OTMETUTb, YTO MNaLMEH-
Tbl KOHTPOJILHOW TPYNMbl MO CBOEMY FEHOTUMNY SBASIUCH
KomnayHa-reteposurotamun (F508del n apyrue uM3BecTHble
naToreHHble BapuaHThbl), YTO, BO3MOXKHO, 06BbACHAET MEHb-
LYt CTENEHb NOPAXKEHWS OPraHOB [bIXaHWS Y aHHbIX AeTEN
Ha cTapTe HabnaeHUS.

O 6onblUE TAXKECTU COCTOSHUSA CBUAETENbCTBYIOT M 3Ha-
YeHUss naHKpeaTUYeCKOW anactasbl, KoTopas 3Ha4yuTeNb-
HO Yalle 6blfla CHUXKEHa A0 YPOBHA TAKENON BHeLIHe-
CEKPETOPHOW HEeAOoCTaTOYHOCTM MOAXKENYAOYHON Kenesbl
(< 100 MKr/r) B OCHOBHOM rpyrnrne, YeM B KOHTPOJIbHOW.
OaHaKo 4yepes 12 Mec YacToTa TAKeNon naHkpeaTUYecKom
HeloCTaTO4YHOCTM B rpynnax He pasnuyanacb. [aHHbIi
pesynbTaT No3BONSET NPeAnoNOXNUTb MONOKUTENBHOE BN-
SIHWe npenapara y AeTel OCHOBHOW rpynmnbl U MOXET CBUAE-
TEeNbCTBOBATbOHEYKNOHHOM NMPOrpeccnpoBaHUm NoparKeHUs
NoJXKenyao4HOM Kenesbl B TeyeHne 12 Mec npu OTCYyTCTBUM
npnema CFTR-mogynsatopa wuBakadTop + nymakadTtop
B KOHTPOJILHOM rpynne.

OueHKa NoKkasaTener NoToBOro Tecta Ha GoHe Tepanuu
o6GHapyXuna Nullb OTYETIMBYIO TEHAEHLMIO K CHUXKEHWIO
npv OTCYTCTBMM HOPManu3auuuv 3HA4YEHUI, TO eCTb AOCTH-
eHus nokasartens 4o 80 MMonb/f, y Bcex 06¢cneoBaHHbIX.

OOHOM W3 KIKYEBLIX LENEN MPUMEHEHUS UMBaKad-
TOp + NyMakadTop ABNSETCA CHUMXEHWNE HYACTOTbI IEFO4YHbIX 060-
CTPEHWUI 1 3ameJIeHNe NPorpeccupoBaHns 3aboneBaHus [6).

Pe3ynbTaTbl AaHHOMO UCCe0BaHMS MO3BONSIOT OTMETUTD,
4TO MCMNONb30BaHWE TapPreTHoOM Tepanum 3Ha4YUTENbHO CHUMXKA-
J10 PUCK 060OCTPEHNIN BPOHXONErOYHOIrO NpoLiecca, TpeboBaBs-
wnx rocnutanusaumm (RD = 43,5% (18,52-63,02)). HecmoTps
Ha TO, 4TO B JaHHOM MCCNeAOBaHUM He NOJy4EHO Pe3y/bLTaToB,
noATBepKAaWMX ynydweHue nokasatenen ®B/[ Ha ¢oHe
NnpoBeeHUs TapreTHoM Tepanun, CHUKeHre Yucna obocTpe-
HWMA Yy NaLMEHTOB OCHOBHOM pPynrbl MO3BOSET FOBOPUTD,
YTO HapsAy ¢ OCHOBHbIM addexkToM CFTR-MoaynaTopa — CHU-
EHMEM BA3KOCTM MOKPOTbl — CYLLECTBYET OMocpeaoBaH-
HbIM 3 PEeKT NpenapaTta nBakadTop + nymakadpTop — yMeHb-
LUeHWEe aKTMBHOCTWM BOCMANMUTENIbHOrO npoLecca, BHOCALMUIA
onpeaeneHHbIn BKaa B yNyylleHWe KaMpeHca BO3AyXOHOC-
HbIX NyTEN Y NALMEHTOB C MyKOBUCLMAO30M.

B psiae 3apy6exHbiX McCefoBaHWii OTMEYEHbI MONOXM-
TenbHble 3PDEKTbI B OTHOLIEHUM CHUKEHUS CbIBOPOTOYHbIX
yposHen AT, ACT v I'TTI nocne Havyana npuema mBakad-
Top + nymakadTop [7, 11]. Pe3ynbTaThl AaHHOIO UccneaoBa-
HWMS YaCTMYHO cornacylTcs ¢ 3TUMU BbiBogaMu. [okasaTtenu
AJIT 1 ACT 6blnn cTabuiibHbl Ha NPOTAMEHMM roda y Nauu-
€HTOB OCHOBHOW rpynnbl, B KOHTPOJIE, HAaNpPOTUB, OTMEYeH
OMHaMKU4yecknn nogbeM 3HavyeHun AJIT n ACT yepes 12 mec
Ha6noaeHns. OTCYTCTBME MOBbLILIEHUS YPOBHS TpaHCaMu-
Ha3 B OCHOBHOWM rpynmne Mo3BOSIMIO NalLMeHTaM nosy4yaTb

npenapaT B He06x0AMMON JO3MPOBKE B TEYEHWE BCErO Bpe-
MEeHM HabnaeHUs. 3Ha4yMMasn HopMann3aLus nokasartenen
xonectasa (LWW®d, IMTM) npousowna y naunMeHToB OCHOBHOWM
rpynnbl B TedeHne 12 mec nojayyeHus uBakadrtop + nyma-
KadTop. Y MmauMeHTOB KOHTPOJbHOM Trpynnbl, HaMnpoTWB,
B TEe4YEeHMEe BCEro BpeMeHM Hab0IEHUS COXpaHsanachb CTOM-
Kas runepdocodatazemMus.

B KayecTBe $aKTOpOB, OrpaHUYMBalOWMX MHTEpMpe-
Tauuo pesynbTaToB MWCCNeAoBaHUs, cneayetT OTMEeTUTb
HECOMNoCTaBMMOCTb FEHETUYECKUX BapMaHTOB Yy OCHOBHOM
M KOHTPOJIbHOWM rpynmn, 3aTpyAHEHUS B NPOBEAEHWUU UCCe-
noBaHusa OB/l 1 OLEHKe NMoNyYeHHbIX Pe3ynbTaToB y AeTewn
[IOWKONbHOro Bo3pacta. HeconocTaBUMMOCTb FrEHETUHECKUX
BapuaHToOB MyTauuin reHa CFTR npoTuBOpeYvT npasuiam
NPoBeEHUS CPaBHWUTENBLHOIO aHannaa no Tuny uccneaoBa-
HWS «CcNlydar — KOHTPO/b», NpeanonaratoLlero MaeHTUYHOCTb
MCXOJHOro Nokasartens. B gaHHOM nccnenoBaHUM reHoTUnMbI
B 06eunx rpynnax aBAsoTCA HEMAEHTUYHBIMU.

C [Opyron CTOpOHbI, 3TUYeCcKass CTOpOHa BOMpoOCa,
He No3Bonsolas IMWNTb BO3MOXHOCTH NPOBEAEHNS Tap-
reTHOM Tepanuu [OeTen-roMo3uroT no mytauun F508del,
onpeaenuna BbI6Op AeTeEW KOHTPOJSIbHOW TPynmnbl C APYruM
reHOTMUNOM, HE UMEIOLLIMX NMOKa3aHWi AN Ha3Ha4YeHUs npe-
napaTa nsakadTop + nymakapTop.

B aaHHbI MOMEHT MccnefoBaHWE NPOAOMKAETCS.

3AK/IIOMEHUE

OCHOBHbIMW MNOKa3aTeNsaMuU AN9 OUEHKU 3PDEeKTUB-
HOCTW TapreTHoOW Tepanuu NpuM MyKOBMCLMAO3E, KOTOPbIE
M3yyaloTCs B KIMHUYECKMX UCCNENOBaAHUSX, B TOM Yucne
MHOTFOLUEHTPOBbIX, ABNSOTCA n3MeHeHns B/, pesynbTtaThl
NoTOBOro Tecta, 6MOXMMUYECKME MoKalaTenu, AMHaMuKa
GU3NYECKOro pa3BUTUSA, OTpaxKalollas COCTOAHME HYTpU-
TMBHOrO cTaTyca pebeHKa. B gjaHHOM nccneaoBaHuMm npo-
BEAEH CPaBHUTENbHbIA aHaNU3 AUHAMUKU KIWHWUYECKMX,
nabopaTopHbIX U MHCTPYMEHTAa/IbHbIX MOKa3aTenen mexay
[IeTbMW C MYKOBMUCLIM030M, NMONYyYaBLIMMKU U HE MoNyYaB-
wumn CFTR-moaynaTop uBakadTtop + nymakadprtop.

PesynbraTbl MccneaoBaHUS CBUAETENLCTBYIOT O Bbipa-
YEHHOM CHW»XeHun pucka — B 11 pas (OP [95% AN] = 11
[1,543-78,395]) — rocnuTanndauunn, CBA3aHHbIX C 060-
CTpeHnem 6POHXONErOYHOro NpoLiecca, Ha GoHe NpumeHe-
HWS NpenapaTa uBakadTop + yMakadTop; NONOKUTENbHOM
BNIMSIHUM TApreTHOM Tepanuu Ha GYHKLMOHMPOBAHWE opra-
HOB MKWLLEBAPEHUS B BUAE CHUKEHUS NOKa3aTenen cUHapo-
Ma xonecTtada — HopManuzauuun W®, TTTM, ymeHbleHus
rMnepounnupybuHeMmnn, cTabunnsaummn ypoBHS nokasartenemn
NeYeHOYHbIX PEePMEHTOB, YNYyYlIEHWUA NMoKa3aTenen BHeL-
HEeCeKpeTopHOM QYHKLMK NoaXeNnyao4How xenesbl. Kpome
TOro, yCTaHOBJ/IEHA TEHEHLMSA K CHUXKEHMUIO NMOKaslaTenewn
XJIOPMAOB NOTa M YBEJMYEHUIO KONMYECcTBa AEeTeN C MOBbI-
LIEHHbIMM 3HaYeHnamm UMT.
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ONPEAEJIEHME

Annepruyeckut puHut (AP) — 3abonesaHue, xapak-
Tepuaytolleecs IgE-onocpenoBaHHbIM BOCcnaneHMeM Ciu-
3UCTON 060JSI0YKM NOMOCTU HOca (KOTOpoe pa3BuBaeTcH
noa AeWCTBMEM ainepreHoB) W HalUYMeM exxeLHEBHO
NPOSBNAIOWMXCA B TEYEHNE Yaca U 6oee xoTa Obl ABYX
M3 cneaylowmnx CUMNTOMOB: 3a/0XEHHOCTb (06CTPYK-
LMs) Hoca, BblAeNeHUs U3 Hoca (puHopes), YuxaHue, 3ya
B MONOCTM Hoca. AP yacTo co4yeTaeTcs C ApyrMmu annep-
rMYeCKMMU 3a60N1eBaHUAMMU, TAKUMU KaK annepruyeckum
KOHBIOHKTUBUT, aTOMUYECKUA AepMaTuT, 6GpOoHXManbHas
actma (BA) [1-T7].

3TUOJIOrUsA U NATOTEHE3

OCHOBHbIMW 3TMONOIrMYECKUMU haKTopamu AP ABNSIOTCS:
nblbLa pacTeHnm;

annepreHbl Khewewn [omMawHeW nbliv  (BMAOB
Dermatophagoides pteronyssinus n Dermatophagoides
farinae);

anuaepManbHble annepreHbl (KOWKKW, cobaKku, nowaau
nT.4.);

rpn6KoBbIE annepreHbl (M1ecHeBbIX FPUOOBY);

apyrne annepreHbl AgoMallHeW nbian (6MGAMOTEYHOMN
NblK, TapaKaHOB).

AP, 06ycnoBneHHbIn ceHcubunusaumnen (NoBblLEHHON

AP paccmaTpuBaeTca Kak paKTop puUCKa pas3BMUTUSA
BA [4-T7]. HekoHTponupyeMblt AP cpefiHETAXeNoro Teye-
HUSA NPUBOAMUT K CHUMKEHUIO KOHTPONS Haj cMMnTOMamu
BA [5-8].

4YyBCTBUTEJNIbHOCTbIO) K a/liepreHam BEeTPOONbIIAEMbIX pac-
TEHWIW, HOCUT Ha3BaHWe MoNIMHO3a, NN CEHHOW IMXOPaaKH.
[ns Ka)K[oro pervoHa cywecTByeT CBOW KaneHaapb Mbiie-
HUA (LBETEeHUs) pacTeHUW, KOTOPbIK 3aBUCUT OT KaMMarto-



reorpadu4yecknux ocobeHHocTen. [ns cpedHen nonochl
Poccun BblgensioT TpM OCHOBHbIX NEpMoa LLBETEHMS annep-
FE€HHbIX pacTEHWIN: BECEHHUI (anpefib-Man) cBsS3aH C nblie-
HUeM aepeBbeB (6epesa, 0nbXa, OPELWHUK, Ay6 U ap.); paH-
HUW TIETHWUI (MIOHb — cepeanHa 1ioNs) CBSI3aH C LBETEHUMEM
3/1aKOBbIX MK NYroBbIX TPaB (TMModeeBKa, OBCAHMLA, €XXa,
panrpac, Koctep, poxb, MATIUK U AP.); NO3AHUA NETHUN —
OCEHHWUN (cepeanHa uong — CeHTS6pb) CBA3aH C LBeTe-
HMEM COPHbIX — C/IOXKHOLBETHBIX (MOACOIHEYHUK, MObIHb,
amMbpo3us, LUMKNaxeHa), KpanuBHbIX (Kpanuea) U MapeBbixX
(nebepa) — pacCTeHUN.

XoTs crnopbl rpuboOB M anfiepreHbl Knewen gomMallHeN
NbIIM OTHOCATCS K KPYrMOroAMYHbIM anfepreHam, ux Konu-
4eCTBO B OKpyKalolWweM BO3Ayxe TaKKe 3aBUCUT OT Bpe-
MeHu roga. Takum o6pas3om, NepcuUcTupyowmnin AP Mmoxet
MMETb BOTHOOGPa3HOE TeYEeHNE U COMPOBOXKAATLCA CE30H-
HbIMW BCMbILWKaMMU.

[MpodeccroHanbHbin AP Habnogaetcs y nuL, MNocTto-
AHHO KOHTaKTUPYIOLWMX NO poay CBOEW AEATENbHOCTH
C pasHblMW anjepreHamu, Hanpumep C MyKOW, MeauKa-
MEHTaMu, MyXOM, NEPOM, }XMBOTHbIMU, NATEKCOM U APYIrMMU
annepreHamu (BCTpevaeTcs y 300TEXHUKOB, BETEPUHAPOB,
paboOTHUKOB xNeb603aBoaoB, dbapmMaLleBToB, MEANLMHCKUX
pPabOoTHUKOB M Ap.).

MuweBas anneprus penxko BCTpedvaeTca y nauueH-
T0B ¢ AP, He conpoBOXKAaWMMCS APYTMMU CUMMTOMaMMU.
C Apyrol CTOPOHbI, PUHUT — 3TO YacCTbih CUMMOTOM MNULLeE-
BOW anneprun y nauuMeHTOB C MOPaKeHWeM pPasfiMyHbIX

opraHoB. Y NauMeHToB C MOMIMHO30M 4acTo pa3BMBalOTCSH
HexenaTeNbHble peakuuu nocne npuemMa pacTUTeNbHbIX
npPoayKToB. OHKM CBA3aHbI C TEM, YTO Y MblIbLEBbLIX U NULLE-
BbIX aN/lepreHoB UmeloTcst o6LmMe 3nUToMbl, NePeKPEeCTHO
pearupyowme ¢ IgE. TaecTb CUMNTOMOB TaKoW MbliibLie-
BO-MWLLEBON anfneprum BapbupyeT OT pPa3BUTUA MECTHbIX
peaKkuuin B BMAE OpasbHOro anjnepruyeckoro CUHApoma
(NoKanbiBaHWe BO PTY, MOTKE, MECTHbIN OTEK B MONOCTU pTa)
[0 TSXKEN0N CUCTEMHON aHadmIaKCuu.

AP no mexaHuM3Mmy pas3BWUTUS OTHOCUTCH K annepruye-
CKMM peaKkuusam HemeaneHHoro tvna (IgE-onocpenoBaHHas
peakuus) [9].

Monagas B opraHuM3m, annepreH dparmeHTupyeTcs
B a@HTUrEeHNPEe3EeHTUPYIOLWMNX KaeTKax A0 YNPOLWEHHbIX
nenTMAoOB, KOTOpble 3aTeM MNPeACTaBAfTCA C NMOMOLLbIO
6eNKOB rMaBHOro KommniaeKca rMCTOCOBMECTUMOCTU 3TUX
KneToK T-xennepam 2-ro tuna (Th2-knetkam). Th2-KneTky,
B CBOI0 04Yepefb, aKTUBUIUPYSACH, MPOAYLMPYIOT PSS LUTO-
KWMHOB, B YaCTHOCTU MHTepnenkuH (IL) 4 (M/vnun anbTepHa-
TUBHYIO monekyny — IL-13), IL-5, -6, -10, a TaKXe aKcnpec-
CUPYIOT Ha cBOen NoBepxHOCTM nurang ans CD40 (CD40L,
mnn CD154), 4yTo ob6ecne4ynBaeT HEOBXOAWMBIA CWUrHan
4N B-KNeTkn K MHAYKUKMKn cnHTesa IgE. O6pa3oBaBLWwHiCH
annepreH-cneunduyecknn Ige cdukcupyetcs Ha umelto-
WMX K HEMY OYeHb BbICOKOE CPOACTBO cneunanuaupo-
BaHHbIX peuenTopax FceRl, pacnonoKeHHbIX Ha TyYHbIX
KNneTKkax CAU3UCTbIX 060/04EK U COEAMHUTENbHOM TKa-
HU ¥ 6Gasodunax, a TakKXKe Ha Hu3KoadpPuHHbIX FceRll,
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Current Clinical Guidelines for the Management of Patients
with Allergic Rhinitis

The article presents modern approaches to the diagnosis and therapy of patients with allergic rhinitis. The document was developed
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of the Russian Association of Allergologists and Clinical Imnmunologists, the National Medical Association of Otorhinolaryngologists
and is regularly updated taking into account the latest data on the effectiveness and safety of various medical interventions.

The article provides information about the epidemiology of allergic rhinitis, provides characteristic diagnostic signs of the disease,
allowing for establishment as timely as possible of a correct diagnosis and, taking into account a personalized approach, prescribe
effective therapy.
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E CLINICAL RECOMMENDATIONS

KJIUWHUYECKUE PEKOMEHAALIUU

3KCMPECCUPYIOWMXCH Ha MNOBepPXHOCTM B-numboumTos,
MOHOLMUTOB, 303UHODUIOB WU, BO3MOXHO, T-nMMdOLUTOB.
lMp1 NOBTOPHOM MOCTYN/JIEHUU annepreH ceasbiBaetcs IgE-
aHTMTeNnaMu, 4To BbI3blBaeT LeNb GUMOXMMMUYECKUX npe-
BpalleHUn MeMOPaHHbLIX TMNMAO0B (NaTOXMMHUYECKYIO dasy),
CNefCTBMEM KOTOPbIX SIBASETCS CeKpeuusa MeanaTtopos,
TaKUX KaK rMcTamuH, MeTabonnTbl apaxmaoHOBOM KUCAOThI
(npocTtarnananHa D2, cynbduaonenTUaHbIX TEMKOTPUEHOB
C4, D4, E4), daKkTopa akTMBaL MM TPOMOOLIMTOB, M aKTMBa-
LUMa Nna3MeHHbIX KWUHKMHOB [2, 9].

Meganatopbl, BO36yxAas peLenTopbl OpraHoOB-MULLIE-
Hew, MHAyUMpyloT natodwuaunonornyeckyo dasdy atonuye-
CKOM peaKuuu: MNOBbllEHWE COCYAUCTOM MPOHULL@EMOCTH
M OTEK TKaHW, COKpalLeHWe ragKon MycKynaTtypsbl, runepce-
KPELMIO CNMBUCTBIX XKenes, pasgpaxeHune nepudepnuyecKkmx
HEPBHbIX OKOHYaHWN. 3TN U3MEHEHUS COCTaBASIOT OCHOBY
6bICTPON (paHHen) dasbl annepruiyecKon peakunun, passBu-
BaloLWeNCcs B Te4eHUe NepPBbIX MUHYT NOCNe AENCTBUS annep-
reHa (CMMNTOMbI: 3yd, YMXaHWe, BOASHUCTbIE BblAENEHMSs
n3 Hoca). lNogrotoBKa MUrpaLmm KNeToK U3 COCYA0B B TKaHb
o6ecneynBaeTcs MUSMEHEHWEM KPOBOTOKA B MUKPOCOCYyAax
W 9KCNpeccuen MONIEKYN KNETOYHON aAre3unn Ha aHAO0TeNUN
n nenkouuTax. lNocnegosaTenbHoe yyacTue B npouecce
MOSIEKYN aAre3nMn U XEeMOKMHOB NPUBOAUT K MHDUABTPaL MK
TKaHen 6a3odurnamu, ao3mHodunamu, T-numdouunTamu, Tyu-
HbIMW KNneTKamu, KneTkamu JlaHrepraHca. locne aktusaumu
OHW TaKXXe CEeKpPEeTUPYIOT npoanfepruieckne (nposocna-
NuTenbHble) MeguaTopbl, YTo GopmupyeT MO34HI0I (Man
OTCPOYEHHYI0) hasy annepruiyeckon peakunm (4epes 4—6 u,
CUMMNTOMbI: 3a/10XEHHOCTb HOCa, Ha3abHas rMneppeaxkTus-
HOCTb, aHocmuS) [2, 9].

Ons HakonneHuss B TKaHW nuMoouUMTOB TpebyeTcs
LOBOSIbHO MPOAO/MKUTENBbHOE BpeEMS, MNO3TOMY LIMTOKM-
Hbl T-numdountoB (Th2-npodwung) BoBeKatoTcs B MNpo-
Lecc noaaepraHus anneprnyeckoro BocnaneHus TOSIbKO
Ha 3aKNYUTENbHbIX 3Tanax. MpUHATO cYMTaTb, HTO UBMEHE-
HMS B KIETOYHOM COCTaBe 3a CYET NOCTYN/EeHUs 303UHODHU-
noB, 6aszodumnoB, Th2-KNeToKk M NoaaepraHns aKTUBHOCTH
TYYHbIX KNETOK BO BpeMs no3aHen dasbl aniepruyeckoro
OoTBETa MMEIOT OTHOWEHWE K CABUrYy O06LWen peakTUBHO-
CTW CNM3UCTOM 060/104KM HOoca. Ha TakoM W3MEHEHHOM
doHe nocneayowme BO3AENCTBUA annepreHa Bbl3blBalOT
6onee BblpaXKEHHbIE KIMHUYECKME CUMMTOMbI (MpanMupy-
towmn addeKT). Hecneymbuyeckaas runeppeakTMBHOCTb
CIM3MCTOM 06O0JIOYKM HOca Yy nauuneHToB ¢ AP BblipaxkaeT-
Csl B MOBbIWEHHOW YyBCTBUTENBHOCTU K Pa3HOOGpasHbIiM
HecneunMdUYecKMM pasgpaxalowmnm BO3AENCTBUAM (pes-
KWe 3anaxu, U3MeHeHWe TeMnepaTypbl OKpyKatoLwen cpeabl
n T1.n.). B ocHOBe HecneundHn4ecKoM TKAHEBOW runeppe-
aKTMBHOCTM TaKXe MOryT NeXaTb KOHCTUTYLMOHaNbHble
0CO6EHHOCTH, UBMEHEHME PELLENTOPHOM YyBCTBUTENbHOCTHU
K mMeauatopam W pasgparkalowum CTUMynam, HapylleHue
pedNeKTOPHbIX peaKLnit, COCYANUCTbIE U MUKPOLIMPKYNATOP-
Hble u3mMeHeHus [2, 9].

SANUAEMHOIOrUa

PacnpoctpaHeHHocTb AP B pasHbiXx CcTpaHax Mupa
coctaBnsietT 4-32%, B Poccun — 10-24% [1-8, 10-16].
O6palatoT Ha cebs BHUMaHWE HW3KUI ypoBeHb ob6palia-
€MOCTM nauueHToB ¢ AP Ha paHHuX cTagusx 3abonesa-
HMS M NO34HAA AMarHoCTMKa. Yauwe Bcero 3aboneBaHue
4e6loTupyeT B NepBOM NONOBUHE U3HU — B LOLWKONbHOM
WM NOAPOCTKOBOM BO3pacTe.

Mo paHHbIM MeXayHapoaHoro uccnegoBaHuss OGpoH-
XManbHOW acTMbl W anneprui B AETCKOM Bo3pacTe
(International Study of Asthma and Allergy in Childhood,
ISAAC), cpenHsis pacnpoCTPaHEHHOCTb cumnTomMoB AP

cpean 6-7-neTHUX Ageten coctaBnset 8,5% (1,8-20,4%)
n14,6% (1,4-33,3%) — cpean 13-14-netHux geten [17].

Mo pesynbTtataM UccneaoBaHus, NPOBEAEHHOrO cornac-
HO nNpoToKoNy [MoGanbHOW CEeTU Mo anneprun UM acTme
B EBpone (Global Allergy and Asthma European Network;
GA2LEN) ¢ yyactnem Poccun B 2008-2009 rr., pacnpocTpa-
HEeHHoCTb cumnTomoB AP y nogpocTkoB 15-18 net cocta-
Buna 34,2%. lNpu yrnyéneHHom ob6cnepoBaHun B 10,4%
cnyvyaeB avarHos AP 6bin noatBepraeH y 10,8% peten,
MMEBLUMX CUMMTOMbI MO WTOraM onpoca, u y 9,7% noa-
POCTKOB, HEe yKa3aBLWWX Ha [aHHble nposiBnexHus [18, 19].
B T10 e Bpems, no agaHHbIM MuH3apaBa Poccuu, B 2008 T.
obuiasn 3a6onesaemocTtb AP nogpocTtkoB 15-17 net coctas-
nana 0,6%; npu atom K 2021 r. nokasaTeNlb COCTaBWI
0,86%, 4TO, HECMOTPS Ha HEKOTOPbIN POCT, CBUAETENLCTBYET
0 COXPaHEHWN TEHAEHUMMN K TMNoanarHocTuke 6onesnu [19].

AP 4acTto accouumunpoBaH ¢ BA, KoTopas BbiiBASeTCA
y 15-38% nauuneHtoB ¢ AP [1, 2, 4-8, 11-25]. B 10 xe
BpeMs 55-85% nauneHtoB ¢ BA oTMmevaloT cumnTombl AP
[1-8, 11-25].

OCOBEHHOCTU KOAUPOBAHMA NO

MEXAYHAPOJHOW CTATUCTUYECKOM

KNACCUDUKALIUM BONIE3HEW U NPOBJIEM,

CBA3AHHbLIX CO 3JO0POBbEM

J30.1 AnnepruvyecKknin pPUHUT, BbI3BAHHbLIA MblibLOM
pacTeHumn

J30.2 [Ipyrve ce30HHblEe annepruyeckne puHnThbI

J30.3 lpyrue annepruyeckme puHUTbI

J30.4 Annepruyecknin pUHUT HEYTOYHEHHbIN

K/NIACCUDUKALIUA

B 3aBMCMMOCTH OT 3TUONOIMYECKOro GpaKTopa BblAeNsaoT
ce30HHbIN (CAP), KpyrnoroanyHblin/6biToBon (KAP) nnu npo-
deccunoHanbHbIn AP.

o xapaKTepy Te4eHns BblAenstoT:
®  UHTEPMUTTUPYIOLWNK AP — CUMNTOMbI BECMOKOAT MEHee

4 nHew B Heaeno UM meHee 4 Hef B roay;

° nepcucTupyrowmn AP — cumnTomMbl GECrOKOAT 6onee
4 nHewn B Hepento v 6onee 4 Hep B roay.

o cTeneHn TaxecTH:

° Jferkas cTeneHb — Yy nauuMeHTa MMelTCs CcnaboBbl-
paKeHHble CUMMNTOMbl PUHWUTA, KOTOpble He HapyllaloT
[HEBHYIO aKTUBHOCTb U COH;

® CpepHss cTeneHb — CUMNTOMbI PUHWUTA MPENATCTBY-
loT paboTe, yyebe, 3aHATUAM CMOPTOM, HapyLllaloT COH
nauueHTa;

° Ta)enas cteneHb — CUMMTOMbl 3HAYUTENbHO yXyAlla-
0T Ka4eCTBO XMU3HKU NaLueHTa, KOTOpbI B OTCYyTCTBUE
Tepanuu He MOXXET HOPMasbHO PaboTaThb, YYUTLCH, 3aHM-
MaTbCs CMOPTOM; 3HAYUTENIbHO HaPYLWIAeTCH HOYHOM COH.
Mo ctagum 3aboneBaHus:

e 060CTpeEHHUE;

°  pemuccus.
dopmynmMpoBKa AnarHo3a BKOYAET yKasaHWe cnekTpa

annepreHoB, K KOTOPbIM BbisiB/ieHa MOBbIWEHHAsA 4yBCTBU-

TENbHOCTb.

OTaenbHoOn popmow aBnsieTcs NoKanbHbIA AP. MNpu nokanb-
HOM AP nmetoTcs xapaKTepHble cMMToMbl AP, YeTKas CBA3b
o60CcTpeHns 3aboneBaHWs C KOHTAKTOM C aflnepreHom
npu OTpUuATENbHbIX pe3ynbTaTax CTaHAapTHbIX METo40B
anneproanarHoOCTUKK (KOXHbIX Npo6 u cneumduyecknx IgE
B CbIBOPOTKe KpoBW). MNpu nokanbsHoM AP cneumduyeckue IgE
K MPUYMHHO-3HAYMMOMY annepreHy onpeensoTca B Ha3asb-
HOM CeKpeTe (HeoCTyNnHo Ana Poccuu), a TakKe oTMedaloTes
NONOXMUTENbHbIE NMPOBOKALMOHHbIE Ha3asbHble TECTbI C NPU-
YMHHO-3HAYUMbIM annepreHom [26].



K/NIMHUYECKASA KAPTUHA

AP nposiBnsieTcs cneayloumnmMm OCHOBHbIMWM CUMMTO-
MaMmu:
® 3a/l0KEeHHOCTb HOoca (06CTPYKLMS), XapaKTepHoe Abixa-

HWE PTOM, COMeHKe, Xxpan, UBMEHEHME TO0Ca;
® puHOpes (BOAAHWUCTbIE BbIAENEHUS U3 HOCA);
® yuxaHue (HepedKo MpucTynoobpasHoe, Yalle B YTPEH-

HWE 4acbl, MAPOKCU3Mbl YMXaHUS MOTryT BO3HMKaTb

CMOHTaHHO);

° 3y, pexe — 4YYBCTBO }KKEHWUS B HOCY (MHOrAa conpo-
BOXJaeTcs 3yaoM Heba U rMOTKKM); 3ya HOoca MOXKET Npo-
ABNIATbLCS XapaKTEPHbIM CUMMTOMOM — «aJlIEPrMYECKUM
cantoToM» (MOCTOSAHHOE MOYecbiBaHME KOHYMKa Hoca
C NMOMOLLbIO TaJJOHN ABUKEHMEM CHU3Y BBEPX), B PE3Y/lb-
TaTe 4Yero y 4acTu NaLMEHTOB MOABASIOTCS NMornepeyHas
HOCOBas CKNaAKa, pacyechl, LapanuHbl Ha HOCY;

®  CHMWXeHMe 060HAHUA (Ha NO3AHUX CTaAUsAX PUHKUTA).
[JononHutenbHble cumnToMbl AP pa3BuBatoTcs BChnea-

CTBME OBUIbHOMO BbIAENIEHUS CEKPETA U3 HOCA, HapYLIEHUS

[IPEHMPOBAHUSA OKONOHOCOBbLIX Ma3dyx U MPOXOAMMOCTH Ciy-

XOBbIX Tpy6:

° pasfparKeHue, OTEYHOCTb, FTMNEPEMUS KOXKWU HaL BEPX-
Hen rybon 1y Kpblib€B HOCa;

® HOCOBble KPOBOTEYEHUs1 BceacTBME GOPCUPOBAHHOIO
CMOPKaHM1S M TpaBMaTUMYHOrO TyaneTa HoCa;

e 60/b B ropse, NnoKawaMBaHue (MPosSBNEHUS CONYTCTBY!IO-
LLLEero annepruyeckoro GapuHruTa, napuHruTa);

e 60/b W TPECK B Yyllax, OCOGEHHO NMpPW rNOTaHWK; Hapy-
LeHre cnyxa (NposiBNeHUs annepruiyeckoro Ty6ooTtuTa).
O6ume HecneunduUYecKne CUMMMTOMbI, HabngaemMble

npu AP:

® cNnabocCTb, HEIOMOraHue, pa3apaKMTENbHOCTb;

® ronoBHas 60/b, MNOBbIWEHHAA YTOMASEMOCTb, Hapylle-
HWE KOHLEHTPALMN BHUMAHUS;

® HapylleHWe CHa, MoAaBlEHHOE HACTPOEHMUE;

® peaKo — MOoBbIWEHME TEMMEPaTypbI.

AP 4acTo co4yeTaeTcs ¢ ApyrMmMu annepruyeckumm 3abo-
NIEBAHUSAMM, TAKUMMU KaK aNNepruyecKMim KOHbIOHKTUBMUT,
aToMMYeCcKUn gepmatuT, atonmyecKkasa bA [1-8, 11-25, 27].

Cumntombl AP BapuabGenbHbl MO BPEMEHM U WHTEH-
CMBHOCTH, MPK 3TOM MPOCNEKMBAIOTCA CBA3b MEXAY BO3-
[ENCTBMEM MPUYUHHO-3HAYMMOrO ajsiepreHa M pas3BuUTH-
€M CUMMTOMOB (CEe30HHble 060CTPEHUSA, 0BYCNOBJIEHHbIE
NbIIEHWEM aNNepPreHHbIX PacTeHUM, Uan 060CTPEHME nocne
KOHTaKTa C AOMAalWIHUMW XUBOTHbIMM), a TakxKe 3PpdeKT
3/IMMWHALIMU — YMEHbLLEHWE NPOSBAEHUI BMNAOTb 0 MOJ-
HOr0 MCHYE3HOBEHMSA CUMNTOMOB B OTCYTCTBME BO3AENCTBUS
annepreHa.

MaumeHtbl ¢ CAP HepedKo oTMevaloT CUHAPOM nepe-
KPECTHOM NMULLEBON HEMEPEHOCUMOCTHM (OpasbHbIV aniepru-
YECKWI CUHAPOM — MpPU YyNOTPEBIEHMM B NKWLLY B OCHOBHOM
CBEXMUX PPYKTOB M OBOLLEN, OPEXOB U CEMSH), CUMMTOMbI
KOTOPOro MMEIOT pas/iyHble KIMHUYECKWUE NPOSBAEHUS —
OT IEFKOro 3yAa BO PTY A0 PasBUTUS aHadMNaKCHu.

AP aBnsetcs dakTopom pucka pa3suTtus bA [4-7, 11-25,
28]. YpoBeHb yoeaUTeIbHOCTU peKomeHaauun — A (ypo-
BE€Hb JOCTOBEPHOCTH JOKa3aTeNbCTB — 1). YCTaHOBJ/IEHbI
daKTbl, yKa3blBalolme Ha B3aumocBa3b AP n BA:

° BblCOKad yactoTa BcTpevyaeMoctn (B 15-60% cny4vaen)
BA 1 APy oaHuX 1 Tex xe nauueHTos [11-25, 28];

® TMOBbIWEHWE PEAKTMBHOCTM GPOHXOB K aLLETUIXONMHY
W €ro NPOU3BOAHbLIM U K MPUYMHHO-3HAYNUMOMY anepre-
Hy NpW NPOBELEHUN NMPOBOKALMOHHBLIX UHIFANSLMOHHbIX
TEeCTOB, YTO OTMeyvaeTcs y naumMeHtoB ¢ AP, npoTeKato-
wmm 6e3 npucTtynos yaywbs [29, 30];

° B nepuoa o6octpeHnsa AP y nauMeHTOB OTMEYaeTCs CHU-
EHUWe nokasaresien NPoxoaMmMocTn 6poHxoB [29, 30];

° MOBbIWEHHOE COAepKaHue annepreH-cneundPpuyecKmx
IgE-aHTUTEN B Ha3a/bHOM CMbIBE Y NauMeHTOB C BA,
Y KOTOPbIX HET KIIMHUYECKNX Npn3HakoB AP [26, 30];

° BBeAeHWEe NPUYMHHO-3HAYMMOrO anjepreHa u meagunaro-
pOB BOCNaneHns B NONOCTb HOCA BbI3bIBAET HapyLeHne
OpOHXMaNbHON NPOXOAMMOCTU Yy MaUMEHTOB, CTpajalo-
wmx bA [4, 29, 30];

° Yy MNauueHTOB, ANTENbHO CTPaAatoWwmnx NaToNormen Hoca
1N OKOMIOHOCOBbIX MNa3yx, HEPEAKO BMOCNEACTBUM Pa3BU-
BaeTca bA [4-30].

CyuiectBoBaHMe B3aMmocBa3u AP 1 BA aBnsieTcs Bax-
Henwnm 06OCHOBaHMEM [N CBOEBPEMEHHOro nposeje-
HUS pauuoHanbHOW Tepanuu nauueHToB ¢ AP, B 4acTHO-
CTU annepreH-cneunduryeckon mMmmyHotepanum (ACUT).
lNokaszaHo, 4To puck dopmupoBaHmnsa BA y nauneHToB ¢ AP
CYLLECTBEHHO CHWXXaeTCs MpuM MHOroneTHeM MpoBeAeHuuU
ACUT [31-38].

AUATHOCTUKA

CornacHo Tpe6oBaHUAM K pa3paboTKe KJIMHUYECKMUX
peKoMeHaLUunn, K KaxKaoMy Te3Wcy-peKkoMeHAauuMu Heob-
XOAMMO yKa3blBaTb CUJTy PEKOMEHAAUMI U AOKa3aTebHYo
6a3y B COOTBETCTBMU CO LLIKaNaMM OLlEHKW YPOBHS OCTOBEP-
HOCTM AOKa3aTeNbCTB M YPOBHA YOEAUTENbHOCTU PEKOMEH-
Aauun. na MHOTUX TE3UCOB OHU 6yaYyT HU3KMMM MO NPUYNHE
OTCYTCTBMS NMOCBALWEHHbIX UM KIMHUYECKUX UCCNeaoBaHUM
BbICOKOI0 AM3aiHa. HeB3npas Ha 3T0, OHM SBASIOTCS HEOO-
XOAMMbIMW 3n1eMeHTaMn o6¢cneaoBaHMa nauMeHTa ansg ycra-
HOBJIEHMA AnarHo3a 1 BbI6opa TaKTUKKU IeYEHUS.

[OwnarHo3 AP ycTaHaBnMBaeTCs Ha OCHOBaHWMW aHanu3a
annepronorMyecKkoro aHamHesa, xapakTepa KJIMHUYECKMUX
CUMMTOMOB U pe3ynbLTaToB cneundruyecKoro annepronorun-
YyecKoro obcnenoBaHusa naymenTa [1-71].

Kputepumu yctaHOBNEHUA AUArHo3a/CoCTOAHUS:
®  Hanuyue XapaKTepHbIX Kanob — exxefHEBHO NPOosIBASIO-

Lnecs B Te4eHune Yyaca v 6onee xoTs 6bl ABa U3 CleAyIoLmX

CUMMNTOMOB: 3aI0XEHHOCTb (OBCTPYKLMS) HOCa, Bblaene-

HWS U3 HOCa (PUHOPES), YUXaHKWe, 3y B NONOCTU HOCa;

° HanuyMe aHaMHECTMYECKMX [aHHblX, YKa3blBaloWmX
Ha BO3HWKHOBEHMWE Kanob nocne KoOHTaKTa Cc npeano-
naraemblM NPUYUHHO-3HAYUMbBIM aniepreHom;

° Hanuyne Apyrux annepruyeckux zabonesaHuin (annep-
FMYECKUMA KOHDBIOHKTMBUT, BA, CUHOPOM MepeKkpecTHOM
NULEBON HENEPEHOCMMOCTH, aTONMUYECKUI AePMATKT);

° Hanuyne NONOMKUTENbHBIX PE3YNbTaToOB anjeprosornye-
CKOro o6cnefoBaHus.
0O6cnenoBaHue, neveHne n JuHaMmMyecKoe HabngeHne

nauuneHTa ¢ AP JOIKHO NPOBOANUTLCS NapasfiesibHo Bpadyamu

ABYX crneuuanbHOCTEN: BpayamMu-OTOPUHONAPUHION0raMu

W Bpavyamu anneprosioramm-MMMyHOIOraMu, 4To No3BonseT

o6ecneynTb ONTUMasbHbIM KOMMAEKCHbIM NOAX0A K Tepanuu

3abonesaHus.

Bpay-0TopMHONaPUHIONOr NPOBOAMT BU3YalibHYIO OLLEH-
Ky MOMOCTM HOCa, NepesHIo PUHOCKOMUIO, AHAOCKOMMYe-
CKOe nccnefoBaHue NoaoCTU Hoca M HOCOMOTKKM, MPOBOAUT
anddepeHumnanbHyto anarHoctuky AP ¢ apyrummn 3aboneBa-
HUSIMW NOSIOCTM HOCA M OKONIOHOCOBLIX Nasyx, BbiBNEHWE
OCNOXHeHHbIX dopMm AP, onpeaensieT Hanvyne aHaToMuye-
CKMX HapyLleHU B MONOCTU HOCA M NOKa3aHUS K XMpypruye-
CKOMY fIe4YEHUIO TaKNX NaLMEHTOB.

Bpay annepronor-MuMMyHoNor onpegenser TaKTUKY
anneproo6cnegoBalus, NPOBOAMT MOCTAHOBKY KOXHbIX
M NPOBOKALMOHHbIX TECTOB, MHTEPMNpPETALMIO Pe3ynbTaTtoB
anneproo6cnefoBaHus, WCKAOYaeT WAM NOATBEpPMAaeT
Hanudne BA, onpegensieT uenecoobpa3HOCTb NPOBEAEHMS
ACWUT, npoBoant ACUT.
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CLINICAL RECOMMENDATIONS

KJIMHUYECKUE PEKOMEHAALUUU

XANOBbl U AHAMHE3

Y naumeHTa ¢ nogo3peHnem Ha AP Heo6xoaMmo cobpatb
aHamMHe3 W Kanobbl Npu 6G0NEe3HAX BEPXHUX [AblxaTeib-
HbIX NMyTEN C LieNblo NOATBEPKAEHMA AMarHo3a, onpenene-
HUS CTEeneHu TSHKEeCTU M BbiiBieHUs GaKTopOB, KOTopble
MOFYT NOBNMUATb Ha BbIGOP TaKTUKK nevenus [1, 2, 4, 6, 7].
YpoBeHb y6eAuTeNnbHOCTU peKomeHaauun — C (ypo-
BeHb JOCTOBEPHOCTU lOKa3aTeNbCTB — 5).

XapaKTepHbIMU SBASIOTCA €XeAHEeBHO MNPOoABASAIOLLIN-
ecs B Te4yeHue 4aca U 6onee xoTs 6bl ABa M3 Chneaytouimx
CUMMTOMOB: 3a/IOKEHHOCTb (06CTPYKLMSA) HOCa, BblAeNeHns
N3 Hoca (puHopes), YuxaHue, 3ya B NONOCTU Hoca. Hannune
BCEX CUMMNTOMOB He 06a3aTesbHO.

Y nauuneHToB ¢ KAP Begywumu cumntoMamu aBASIOTCSA
3a/I0KEHHOCTb HOCa, BblpaKEHHOE 3aTpyAHEHWE HOCOBO-
ro AblXaHWs, BblAeNeHUs U3 Hoca CAM3UCTOro XapakTepa.
Y naumeHToB ¢ CAP Hanbosiee yacTble CUMMOTOMbI — MpU-
CcTynoo6pasHoe YMxaHue, 3ya B Hocy M puHopes. NoMmMmo
Knaccumyeckux cumntomoB AP, HepeaKo oTmeyvatoTcs obuiee
HeloMoraHue, ronoBHas 60b, 60/1b B YX€, CHUMKEHME CNyXa,
HapylleHne 0GOHSAHNS, HOCOBbLIE KPOBOTEYEHUS, NepLIeHne
B ropJie, Kallefb, ra3Hble CUMOTOMbI. BaxHenwnum GaKkTo-
POM AMArHOCTUKKU ABNSETCS TUiaTenbHblA c6op aHamHesa,
KOTOPbIN YKaXeT Ha NPUYUHbI BO3SHUKHOBEHUS, NMPOAOMIKN-
TEeNbHOCTb WM pas3pelleHne CUMNTOMOB, Haluiyne annepru-
YecKknx 3aboneBaHui (anNepruiecKnin KOHbIOHKTUBUT, BA,
aTOMMYECKWUI AepmaTKT) Yy NauMeHTa U ero KPOoBHbIX POA-
CTBEHHUKOB, MPUYNHHO-CNEACTBEHHbIE OCOGEHHOCTU BO3-
HUKHOBEHMWS MPU3HAKOB 601E3HU U €€ 060CTPEHUN.

®OU3UKAJIbHOE OBCJ/IEAOBAHUE

Bcem nauveHTam — KaK npu Nogo3peHun Ha AP,
Tak WM NpW yCTaHOBNEHHOM [IMarHO3e — PEKOMEHA0BAHO
npoBoauTb GU3MKalbHOE 06CnefoBaHMe, BKJ4alllee
B ceb6sl BM3yalbHOE WCCefoBaHWEe BEPXHUX [AbiXaTeslb-
HbIX NyTen, obueTepaneBTUHYECKUN BU3yaNbHbIM OCMOTP
n o6LleTepPanNeBTUYECKYIO ayCKynbTalUMIO C Lie/blo onpeae-
JIEHUS KJIMHUKO-AMHAMMYECKMX 0COBEHHOCTEN 3aboneBa-
HWS, BbISBEHUS MPU3HAKOB COMYTCTBYIOLULEN anneprona-
Toniornu (BA, annepruieckuii KOHbIOHKTUBUT, aTOMUYECKUNI
[lepMaTtuT) U co3aHna OPUEHTUPOB B ONpPEENEHNN TaKe-
CTH cocTosiHusA [1, 2, 4, 6, 7]. YpoBeHb y6eAUTEIbHOCTHU
pekomeHpauuin — C (ypoBeHb LOCTOBEPHOCTU AOKa3a-
TenbCcTB — 5).

XapaKTepHbl BHELWIHWE MNPU3HAKW PUHUTA: 3aTpyaHe-
HME HOCOBOTrO AbIXaHWS, NPUOTKPbLITLIA POT, TEMHbIE KPYrK
noa rnasamu. MoryT Ha6ntogaTbCa CMM3UCTOE, CIU3NUCTO-
rHOMHOEe oTAensiemMoe M3 Hoca (B clyvyae NpUcoeanHEHUs
BTOPUYHON MHPEKLMM), MaLepaumsa KOXW Hal BEPXHEN
ry6on n B 06/1aCT KpblIb€B HOCA, OTEYHOCTb NNLa, «annep-
TMYECKUM cantoT» (MOTMPaHME NafoHbO KOHYMKA HOCA).

PekomeHayeTca BceM nauMeHTaM MNpu NEPBUYHOM
ob6palleHMn UCXOOHO M Yyepe3d 2—4 Hef nocne Ha3Ha4yeHus
Tepanuu OLLEHWUTb YPOBEHb KOHTPONS Haj cumntomamu AP
n GYHKLIMOHANbHbIM CTaTyC NaLMeHTa ¢ NOMOLLbIO HOpMasib-
HOrO TecTa «blXaHWe C 3aKpPbITbiIM PTOM» WM BM3yasbHOM
aHanoroBow wWKasbl (Gopmbl 1 1 2) ¢ LENbIO ONpPeaeeHns
cTeneHn Ta)ecTn, obbema Tepanuu, a B AUHAMUKE —
C LIENIbIO OLIEHKU 3P PEKTUBHOCTM Ha3HAYEHHOM paHee Tepa-
nUKU 1 LenecoobpasHocTM ee naMmeHeHus [39-43]. YpoBeHb
y6eauTeNbHOCTU peKoMmeHaauun — C (ypoBeHb AOCTO-
BEPHOCTHU AOKa3aTenbCTB — 5).

JIABOPATOPHBIE JUATHOCTUYECKHUE

UCC/NIEQOBAHUSA

MauneHTaM ¢ BblpaXeHHbIMKM CUMMMTOMamMu B Mnepuoj
o6ocTpenns AP unun nepepn nposegeHvem ACUT nokasaHo

npoBeAeHne uccnegoBaHmsa obwero (KAMHWYECKOro) aHa-
NIM3a KPOBM C LIE/bI0 BbISBAEHUS BO3MOXKHOMO MOBbIWEHMUS
YPOBHA 303uMHOGUNOB [1, 2] WAM BbISBNEHUS MapKepoB
MHOEKLMOHHOro BocnaneHus ¢ uenbio aguddepeHunanbHOn
[AWarHOCTUKKM C APYron natonornemn nMbo BbIIBNEHUS OCNOXK-
HEHUN ONA onpeAeneHus TaKTUKKM TepanuuM unuM ¢ Lenblo
UCKOYEHMA NPOTUBOMNOKa3aHun Ansa nposeaexHna ACUT [44].
YpoBeHb y6eauTenbHOCTU peKomeHaauuin — C (ypoBeHb
AOCTOBEPHOCTU lOKa3aTeNbCTB — 5).

MoBbllWeHNe YPOBHSA 303MHODUIOB BO3MOXKHO B NEPUOS
ob6ocTpeHus AP. BMmecTe ¢ TeM, 303uHOGUANS nepudepurye-
CKOM KPOBW MOXKET MMETb ApYyrne NpuynHbl (napasuTapHble
MHBa3WUK, rpubkoBas MHOeKUMnsa n ap.). HopmanbHbI ypo-
BEHb 303MHOGUNOB NepudepuyecKkon KpoBMK He ABNseTcs
[lOKa3aTenbCTBOM OTCYTCTBMSA anfnepruyeckoro 3abonesa-
HMS. Heo6Xx0AMMO TaKKe y4uTbiBaTb, YTO Ha AaHHbIM napa-
METP BAMUSAET MPUEM HEKOTOPbIX MEeAUMKaMEHTOB (Npuem
@HTUIMCTAMUHHbBIX CPEACTB CUCTEMHOMO AEWCTBUS, aHTaro-
HUCTOB IENKOTPUEHOBLIX PELLENTOPOB U MMIOKOKOPTUKONAO0B
CUCTEMHOIO AENCTBUS MOXKET MPUBOANTL K CHUMKEHMIO YPOB-
HS 903UHOPUNUK NePUPEPUYECKON KPOBM).

MoBblleHWe YPOBHSA MapKepoB 6aKTepuanbHOro Bocna-
JIEHUS (NeMKOUMTO3, COABUI NENKoUMTapHOn dopmMynbl Bre-
BO) ABNS€TCS NOBOLOM A/ MOUCKA o4yara UHOEKLMOHHOIO
BOCNasieHus, B NepByto ovepeb, OCTPOro PUHOCUHYCUTa [7].

MauneHTam C Bblpa)XeHHbIMWM CUMMNTOMaMu B Nepuos
o6ocTpeHnsa AP peKoMeHAyeTcsi paccMOTpeTb nposeje-
HWEe LIMTONOrMYECKOro UCCNefoBaHnUs CMbIBOB C BEPXHUX
AblXaTeNlbHbIX NYTEN C LEeNblo BbIIBAEHUS 303MHODUNNK
HOCOBOTO CeKpeTa Npu NePBUYHOM AMarHocTuke AP, B TOM
yucne ana anddepeHunanbHon AMArHOCTUKKU C APYrUMm
XPOHUYECKUM PUHUTOM W AN KOHTPOAS 3dbEKTUBHOCTH
Tepanuu [7, 45-48]. YpoBeHb y6eaUTe/IbHOCTU PEeKo-
mMmeHpauuMin — B (ypoBeHb AOCTOBEPHOCTU [AOKa3a-
TenbcTB — 3).

XapaKTepHO yBeNMYEeHWe OTHOCWUTENIbHOIO Konau4vecTsa
303nHOdUNOB A0 10% 1 6onee. BmecTe ¢ TeM, 303MHODUNNS
no pesynbraTaM LMUTONOrMYEeCKOro UccnefoBaHus Hasalb-
HOrO ceKpeTa MOXKEeT UMETb APYrMe NPUYUHbI (303UHODUb-
HbI Heannepruyecknin puHUT (HAP), NONMNO3HBLIM PUHOCHU-
HYCHUT 1 Ap.). He06X0AMMO TaKKe y4nTbiBaTb, YTO Ha AaHHbIN
napameTp BAMSET NPUEM HEKOTOPbIX MEAMKAMEHTOB: Mpw-
€M aHTUIMCTaMWHHbBIX CPeACTB CUCTEMHOIMO M MECTHOro
[LENCTBUS, aHTAroHUMCTOB NENKOTPUEHOBLIX PeELEenTOpoOB
(AJTTP), rNOKOKOPTUKOMAOB (CMCTEMHOIO AENCTBUS) U KOP-
TMKOCTEPOMAOB (MECTHOIO AEWNCTBUS, Ha3anbHble Npenapa-
Tbl) MOXET MPUBOANTb K CHUMKEHWUIO YPOBHSA 303UMHODUIOB
no pesynbraTtam LUTON0rM4ECKOro ccnegoBaHms HOCOBOro
cekpeTa. Take y NauneHToB BO3MOXKHbI CE30HHbIE U3Me-
HEeHWs LMTONOrMK Ha3abHOro cexkpeTa [7, 45-48].

B cuny HenHdOpPMaTUBHOCTU HE PEKOMEHAYyeTCs nauu-
eHTam ¢ AP npoBOAUTb UCCNeAoBaHWE YPOBHS CbIBOPO-
TOYHOr0 MMMyHOrNo6ynMHa E B KpoBW ANA AMArHOCTUKM
annepruyeckoro npouecca [49-52]. YpoBeHb y6eautTenb-
HOCTU peKomMeHpauuin — C (ypoBeHb JOCTOBEPHOCTHU
AOKa3aTeNnbCcTB — 4).

HopmanbHbIM MW NOBbIWEHHBIK YPOBEHb 06LWEro
ISE B CbIBOPOTKE KPOBWU He SBNSETCA [OKa3aTe/lbCTBOM
OTCYTCTBUSA WKW HanuMyuMs annepruyeckoro 3abonieBaHus,
B ToM 4ucne AP [49-52]. HopmanbHbIi ypoBEHb 06LIErO
ISE MOXKeT co4eTaTbCs C NOBbLIWEHHbLIM YPOBHEM creundu-
Yyeckux IgE K MpMYMHHO-3HAYMMbIM annepreHam, B TO e
BPEMS MOBbIWEHHbIN YPOBEHb 06Lero IgE MoxeT Habno-
faTbCsl B OTCYTCTBME CEHCMOMAM3ALMKM M aTOMUU (MHbIMM
npUYnHamMm MOBbILLEHHOrO YPOBHA obLero IgE MoryT 6bITb
napasuTapHas MHBa3us, rpubKoBas MHOEKUUS, OHKonaTo-
norus, runep-Ige-cuHapom 1 ap.).



dopma 1

BusyanbHaa aHanorosas WKaJsa ¢ airopuTMoM onTUMU3aLnum GapmMmaKoorM4ecKoro nedyeHus
annepru4yecKoro puHuta [39-41]

HasBaHuWe Ha pyccKom a3bike: BusyanbHas aHanoroBas wkKana (BALLU) c anroputMom gna ontumusauuu dpapmakonorumye-
CKOro 1e4eHuUs annepru4yecKoro puHuTa

OpuruHanbHoe Ha3BaHue: Visual analog scale (VAS) and Step-up algorithm in untreated patients using the VAS

Tvn (NoAYepPKHYTh):

° LIKana oueHKH

°  WHAOEKC

©  BOMPOCHMK

°  [Apyroe (YTOYHWTD):

HazHayeHue: OleHKa BblpaXX€HHOCTU CUMNTOMOB alJIepru4ecKoro puH1uTa B npouecce Tepanum

CopaepKaHue (wabnoH):

BusyanbHaa aHanorosas wkKana (BALU) npeactaBnfeT co60# ropusoHTaNbHYI0 rpagyupoBaHHYIO IMHUIO ANMHOW 10 cm
(100 MmMm), Ha KOTOPOW NaLUMEHT OTMeYaeT BEPTUKa/IbHOM YepTol OLLeHKY BJIMSIHUA 6GOJIe3HU HAa CBOE CaMO4YyBCTBUE, BbipaXKeH-
Hyto B 6annax ot 0 (0 mm) 0 100 (100 mm), rae O — 3TO OTCYTCTBUE }Kano6 M cMMNTOMOB, a 100 — MaKCMMa/ibHO BblpaXKeHHble
nposiBfieHnsa 6one3Hu. [lanee paccrosiHue 40 BePTUKaJIbHOW YepTbl USMEPAETCA B MUIJIMMeTPpax U BbipaxkaeTcq B 6annax.

0 1 2 3 4 S 6 7 8 9 10

V¥V B uenom HacKoJIbKO CUMINTOMbI a/l/IePru4ecKoro puHMTa 6ecnoKoAT Bac cerogHa? Y

CoBcem BbipaXKeHHOo
He 6eCnoKoAT 6ecnoKoaT

BusyanbHas aHanoroBas wKana (BALL)

Knioy (MHTepnpeTauus): PeaynbtaTbl oT 0 o 50 cBUAETENbCTBYIOT O KOHTpoaupyemom TedyeHuu AP, ot 50 u Bbiwe —
0 HEKOHTponupyemom Te4yeHuu AP

MosicHeHus: Ana BbiIGOpa CTyNeHU Tepanum MOXKHO UCNob30BaTb pe3ynbTathl BALL cornacHo npeanoXXeHHOMY ajJiropUTMy.
MpeanoKeHHbI anropuTtM npepnonaraeT nowlaroBoe Jje4eHue M yYUTbiBaeT NPeAnoyYTeHUs NauUueHTOB B 3aBUCUMOCTHU
oT pe3ynbTaTtoB BALL. Ecnu coxpaHAlOTCA rMa3Hble CUMNTOMbI, NpeAnonaraerca Ao6aBjieHMe npenapaTtoB AN JieYeHUsA
annepruyeckoro KOHbIOHKTUBUTA.

Annepru4yecKum pUHUT
BALL =5

MepBas NMHUA nevyeHusa (@HTUrMCTamMuHHbIE NpenapaTbl) — 2—4 Hep
o BO3MOXKHOCTU n36eraTtb BO3AENUCTBUS UPPUTAHTOB U anfepreHoB

KoHTponupyemblin AP HekoHTponupyembii AP
BAWl <5 BALL > 5
v
[ﬂpoﬂonma‘rb nleyeHue no HOTpeﬁHOCTm] BTopas nMHua nevyeHus (@HTUrnctTamuHHble npenapatbl + MHTKC/ANTTP) — 2—-4 Hep
Paccmotpeth ACUT 1o BO3MOXHOCTU n3beratb BO3AENCTBUS UPPUTAHTOB U asiiepreHoB
Paccmotpetb ACUT
v
KoHTponupyembiin AP HeKkoHTponupyembin AP
BAW <5 BALW =5
v
MpopomkaTtb nevyeHne no NnoTpebHOCTH MNepecmoTpeTb AnarHo3
Paccmvotpetb ACUT MCKNI0YMTb COMYTCTBYIOLLYIO NaToormio
PaccmoTtpetb ACUT
PaccmoTpeTb HEO6XOAUMOCTb XMPYPrUYECKOro
BMellaTeNnbCcTBa

MowaroBblii anrOPUTM Tepanuu NauMeHToB, NoJy4yaBLIKX Jie4eHue paHee,
¢ ucnonb3oBaHuem BALL (noapocTKu U B3pocnbie) [21]
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CLINICAL RECOMMENDATIONS

KJIMHUYECKUE PEKOMEHAALUUU

Tvn (noAYepPKHYTh):
°  WKana OuEeHKH
°  WHOEKC

®  BOMPOCHUK

CopeprxaHue (lwabnoH):

dopma 2

KpuTepum KOHTpoOns anneprudeckoro puHura [43]

Ha3BaHue Ha pycCcKoM fA3bike: KpuTepumn KOHTPONA annepru4ecKoro puHuTa
OpwuruHanbHoe Ha3BaHue: Practical assessment of rhinitis control

e apyroe (yTo4HuTb): UHTerpasbHas oLeHKa C y4eTOM Cy6beKTUBHbIX U 06bEKTUBHbIX MapaMeTpoB
HasHaueHve: OueHKa KOHTPOSA Haj CUMNTOMaMM affiepruyecKoro puHuTa

KpuTepum KOHTpONs puHUTA

KoHTponupyembii

CumnToMbl

HeT cMMNTOMOB (3a/10XKEHHOCTb HOCa, PUHOpPES, YNXaHue, 3yA, Ha3allbHblK 3aTeK)

HeT HapyLweHui cHa
KayecTBO *W3HU

HeT HapylwleHni AHeBHOM aKTUBHOCTH (y4eba, paboTa, 3aHATUA B CBOGOAHOE BPEMS)

O6beKTUBHbIE UBMEpPEHUS

aKTWBHas PUHOMAHOMETPUS)

HopmasnbHbI TECT «AblXaHWe C 3aKPbITbIM PTOM»*
Ecnv JOCTYNHbl, 0GbEKTUBHbIE TECTbI A/19 OLLEeHKM HOPManbHON Ha3albHOW MPOXOAMMOCTH (NepeaHas

e KpuTepuu oueHMBaloTCA 3a nocneaHue 4 Hej [0 KOHCYNbTaLum

MOTYT NOBJINATbL Ha KOHTPOJIb PUHNUTA

e CrneayeT yuuTbiBaTb HanU4Me conyTCTBYIOLWMX 3a60/1eBaHuit (@acTMa, CUHYCHT, CUHAPOM HOYHOMO arnHo3), MOCKOJIbKY MX 060CTPEHUS

¢ [loBbllWeHWe NOTPE6GHOCTH B NpenapaTtax CKoPOoi NOMOLLM YKa3bliBaeT Ha yTpaTy KOHTPOS

e Jli060€ OTK/IIOHEHUE OT ATUX KPUTEPUEB YKa3biBAET Ha yTpaTy KOHTPOS, U MOXET 6biTb pacCMOTpeHa Tepanus step-up

e PelleHune o Tepanuu step-down cneayet NnpuHUMaTh, OLleHUBast KIMHUYECKM 6ECCUMMNTOMHbIN NEPUO] BPEMEHU (KOHTPOsb CUMMTO-
MOB pUHUTA) B pe3yNbTaTe NpelecTByiollen Tepanun B TeyeHne nocneannx 4 Hepg

* MalMeHTa NPoCAT 3aKPbITh POT U AblATL MCKIIOYMTENBHO Yepes Hoc B TeyeHune 30 c.

Knioy (MHTepnpeTaums): Jllo60e OTKNOHEHUE OT 3TUX KPUTEPUEB YKa3biBaeT Ha YTPaTy KOHTPOJISl, U MOXKeT GbiTb pacCMOTpeHa
Tepanus step-up. PeweHue o Tepanum step-down cnegyeTt npUHUMaThb, OLLleHUBAs KIMHUYECKU 6€CCMMNTOMHDIN nepuoj Bpe-
MEHM (KOHTPOJIb CUMMTOMOB PUHUTA) B pe3ynbTaTe NpejlecTByoUei Tepanum B Te4eHue nocneaHux 4 veg

[etam ¢ 12 neT u B3pOCbIM C TSKeNbIM TeyeHnem AP
pPEKOMEHA0BAHO MPOBOANUTL UCCef0BaHNe YPOBHSA o6Lero
MMMYHOrn06ynnHa E B KpoBM Nepes HasHayeHneM omanuay-
Maba Ana onpeaeneHuns TepaneBTUYECKOW A03bl NpenapaTa
1 BblbOpa pexuma Tepanum [53-57]. YpoBeHb yoeauTeNb-
HOCTU peKomMmeHaauui — B (ypoBeHb AOCTOBEPHOCTH
AOKasaTenbcTB — 2). [J0303aBUCUMbIN 3DDEKT OManmay-
mMaba peannsyeTcs Npu MakCMMaibHOM CBS3blBaHUKW CBO-
6oaHoro IgE. Pacyet fo3bl omanu3dymaba u onpepesieHve
pexmMma Tepanuun oCyLLeCTBASIOT MHAMBUAYaANbHO, B 3aBW-
CMMOCTH OT MaccCbl Tefla U UCXOAHOIO (A0 NEPBOro BBEAEHUS
omanudymaba) yposHa obuiero IgE.

UHCTPYMEHTA/IbHbIE AUATHOCTUYECKHME

UCCNEQOBAHUSA

PekomeHayeTcs Bcem naymeHtam ¢ AP — Kak npu nogo-
3peHun Ha AP, TaKk U NpU yCTaHOBMIEHHOM [WarHose —
NPOBOAMTbL MEPEAHIO PUHOCKOMMUIO C LENbI0 BbISIBAEHMS
XapaKTepHbIX MPU3HaKoB 3abofieBaHWs, aHaTOMUYECKMUX
ocobeHHocTen U anddepeHUnanbHON AUAarHOCTUKKU ¢ Apy-
rov natonorven [1, 2, 7]. YpoBeHb y6eAUTE/IbHOCTU PEKO-
meHpauMn — C (ypoBeHb [JOCTOBEPHOCTU [AOKa3a-
TenbcTB — 5). [1ns AP xapakTepHbl OTEK HOCOBbIX PaKOBMWH,
3Ha4YMTENbHOE KONMYECTBO BOASHWUCTOrO CeKpeTa, SipKo-
KpacCHbIN LUBET CIM3UCTON 060/104KM B Nepros 060CTPEHUS
CAP, UMAHOTUYHBLIN UK CepPbIM LBET CAU3UCTON 0600YKHM
npu KAP, NSTHUCTOCTb («MPaMOPHOCTb») CIM3UCTOM 060J104-
Kun (cumntoM BosiyeKa), MoryT BbISIBATbCS NMOAUMbI.

Mpn HeaddPEKTUBHOCTU CTaHAAPTHOM Tepanuun w/unu
npu OCNoXHeHHbIX dopmax AP naumeHTam ¢ AP nokasa-
HO MPOBOAWMTb 3HAOCKOMMUYECKYID 3HAOHA3aNbHYK PEBMU-
310 MOJSIOCTU HOCa, HOCOMOTKM WM OKOMIOHOCOBBLIX Nasyx

C LeNblo BbISIBIEHUS aHAaTOMUYECKMX HapyLLEHWI NonocTu
HOCa M OKOJIOHOCOBbIX Nasyx u anddepeHuManbHOn ava-
FHOCTUKM C [OpYyron natofsiorMen ansg onpeneneHus Tak-

TUKK Tepanuun [1, 5, 7, 58-61]. YpoBeHb y6eauTenb-

HOCTU peKomMeHpauuin — B (ypoBeHb AOCTOBEPHOCTH

AOKa3saTtenbCTB — 2). JHOOCKONMYECKOE uccnegoBaHue

Nno3BO/IIeT BbIABUTb a@aHAaTOMMYECKME HapyleHUs Mnofo-

CTM HOCa W OKOJIOHOCOBbLIX Masyx W APYryi naTtonoruio.

AnnavkaumoHHas npo6a ¢ pacTBOPOM agpeHOMWUMETHU-

Ka MOXEeT WMCMnofib30BaTbCs A5 BbISBAEHUS 06paTUMOro

XapaKkTepa Ha3a/lbHOM 06CTPYKLUK.

Mpn HanMyMmM CMMNTOMOB PUHOCUHYCUTaA U/UNKU MapKe-
poB 6aKTepuanbHOro BocnaneHus nauueHtam c AP peko-
MeHAYyeTcs MNPOBOAUTb PEHTreHorpaduio NpUMAaTOYHbIX
nadyx Hoca C LeNbl0 UCKIOYEHNS THOMHOIO OC/IOXHEHMS
W onpegeneHns TakTuUKK Tepanuu [1, 5, 7, 60, 61]. YpoBeHb
y6eauTenbHOCTU peKoMmeHaauum — C (ypoBeHb JOCTO-
BEPHOCTU AOKa3aTeNnbCTB — 5).

MoKa3aHWsaMK 4N PEHTIEHONOMMYECKOro MCCIeA0BaHMS
MOIOCTM HOCA M OKOJNIOHOCOBbIX Na3yXx ABAAIOTCS:
® HaJuyne CUMNTOMOB PUHOCUHYCHUTA (HasMynMe rHOMHOro

OTAENeMOro M3 NosioCcTM Hoca, Hanuvyine 60an B Mpo-

€KMW nasyx Hoca, rosoBHas 60/b, NOBbILEHWE Temmne-

patypbl);

° HaJlnyuMe MapKepoB HGaKTepuanbHOro BocrnaneHus: nem-
KOUMTO3, HEUTPOODUIbHBIM CABUI NIEMKOLMUTapHOM ¢op-
MYy/bl B KIMHUYECKOM aHann3e KpoBMU.

Mpn HeapPEeKTMBHOCTM CTaHAapTHOM Tepanuu, Bblpa-
EHHOM W NPOAOSIKUTENbHOW Ha3albHOW O6CTPYKUMH,
CTOMKOM M MPOAOIKUTENIbHON aHOCMUK U/UNKN oTpULLaTeNb-
HbIX pe3ynbraTax anneproobcnenoBaHuns naumeHTam ¢ AP
PEKOMEHAOBAHO MPOBOANUTL KOMMbIOTEPHYID TOMOrpaduio



npUAaToYHbIX Na3yx Hoca, ropTaHu ¢ Lenblo anddepeHumn-
aNbHOM AMArHOCTUKMK U BbIABNEHUS APYTUX NPUYMH Ha3alb-
HOM 06CTpyKumMn [7, 60, 61]. YpoBeHb y6eauTeNbHOCTH
peKomeHaauuin — B (ypoBeHb JJOCTOBEPHOCTU JOKa3a-
TenbctB — 3).

KomnbloTepHyto Tomorpaduio NpoBOAAT C Lenbto andde-
peHunanbHOM AMarHoCTUKKM AP, BbIIBNEHUS APYrMX NPUYUH
Ha3a/ibHOW 0BCTPYKLIMK UK NMPU OCNOXKHEHHbIX dopmax AP,
B NepBYIO o4epeab, NPy NOIMNO3HOM PUHOCHUHYCHUTE.

MNauneHtam ¢ AP npu Hannyuu »anob Ha Kalesb, CBU-
cTslee AblxaHune, MPUCTYNbl 3aTPYAHEHUS AbIXaHWS, OAbILKY
n nepea nposeaeHveMm ACUT pekomeHayeTcs NpOBOAMTb
CMUPOMETPUIO M CIIMPOMETPUIO C PapMaKOIOrM4eCKoN Npo-
601 (MccnepoBaHme GYHKLUMM BHELWIHErO AblXaHWs) C LeNblo
BbISIB/IEHMS CKPbITOr0 6pOHX0CNa3Ma 1 onpeaeneHus Taktm-
KW BeaeHus naunenTa [2, 10, 26, 44]. YpoBeHb y6eauTesb-
HOCTH peKoMeHpauuin — C (ypoBeHb JOCTOBEPHOCTHU
AOKasaTtenbCcTB — 4).

AP gaBngetcsa daKTopoM pucKa pa3Butus BA. Y nauu-
eHToB ¢ AP B nepuo o60CTPEHMA MOXET oTMeyaTbCs
CHUXEHWE IKCMMPATOPHbLIX MOTOKOB MPM MCCreaoBaHWUU
OYHKUMM BHELHEro AblXaHWs, 4TO MOXET OblTb NPEeANKTO-
pom pa3BuTus BA. O6pallaloT BHUMaHWE Ha CHUXKEHHUe
CKOPOCTHbIX MOKazaTtenen — ob6beMa GOPCUPOBAHHOIO
BblAoxa 3a 1-t0 cekyHay (OPB,), npu CHUKEHWUM OaHHO-
ro nokasaTens MpoBOAMTCA TECT C OGPOHXONUTUYECKMM
CpeACTBOM Ha BbliBIeHWE CKpbITOro 6poHxocna3ma
[2, 10, 29]. OgHUM U3 NPOTUBOMNOKA3aHUN ANs nNpoBeae-
Hua ACUT aBnaeTcs cHueHne OPB, meHee 70% OT AOMK-
HbIX BENNYUH [44].

PekomeHayeTca nauneHtam ¢ AP nepep ctapTtom npo-
BeAeHMa WHbeKunoHHon ACUT npoBoauTb perncrpauuio
3/IEKTPOKapAMOrpamMMbl C Lebl0 MCKOYEHUS MPOTUBO-
nokasaHun ansa nposegeHua ACUT [44, 62-64]. YpoBeHb
y6eauTeNibHOCTU peKomeHgauun — C (ypoBeHb JOCTO-
BEepPHOCTHU goKa3aTtenbcTB — 5). [poBeaeHne ACUT MHBL-
€KUMOHHbIM METOLOM acCOLMMPOBAHO C PUCKOM Pa3BUTUSA
CUCTEMHbIX peaKLMi, caMoW TSXKeNon M3 KOTopbiX ABnseT-
cs aHadUNaKTMYecKun LWOK. B cnyyae pasBuUTUS TAXKenblX
CUCTEMHbIX peaKkuui Ans neyeHuss HeobXoaMMO BBeAeHWe
anuHedbpuHa, 4YTO MPOTMBOMOKA3aHO NPU 3HAYUTENbHbIX
HapylweHnax cepaevyHoro putma (Taxuaputmusa, dubpun-
NAUMS KeNyaoyYKOB, XpOHMYECKasa cephevyHas HejocTaTou-
HocTb cTaguu IIB-IIl). BoisBieHWe gaHHbIX COCTOSAHUIM HEOD-
X0AMMO .10 Havyana npoBeaeHus ACUT, Tak Kak 3To 6yger
ABNATbCA MNPOTUBOMOKa3aHMeM Ansa nposegerHus ACUT
WHBEKLMOHHBIM MeToaom [44].

WUHBLIE AUATHOCTUYECKHUE UCCJZIEAOBAHUA

MauymeHTam ¢ AP npu OTCYTCTBUM MPOTUBOMOKa3aHUM
K TECTUPOBAHMIO HEOBXOAMMO NPOBOANTL HAKOXKHbIE UCChe-
[OBaHWS peaKkLnn Ha annepreHbl C LeNbio NOATBEPKAEHMUS
annepruyeckor Npupoabl PUHUTA, BbISBNEHUS MPUYUHHO-
3HA4YMMbIX annepreHoB Ans BblpabOTKM peKomeHaauun
no 06pasy XXW3HK, MUTaHUIO 1 onpeaeneHuns Lienecoobpas-
HocTu npoBeaenua ACUT [1, 2, 5, 7, 45, 65-67]. YpoBeHb
y6eaUuTeNnbHOCTU pekoMmeHaauum — A (ypoBeHb JOCTO-
BEPHOCTU [JoOKasartenbCcTB — 1). Anneprosiornyeckoe
o6cnefoBaHne MOXET MPOBOAWTLCA METOAOM KOXHOro
TeCcTMpoBaHua C HebaKTepuanbHbIMKU annepreHamu (KO-
Hble TeCTbl C annepreHamu), onpegeneHns ypoBHs crneum-
dunyecKkmx IgE B CbIBOPOTKE KPOBM, MPOBEAEHMS MPOBOKa-
LIMOHHbIX TECTOB.

Bbi6op mMeToaa annepronornyeckoro ob6cnefoBaHus
onpeaensieTcs AOCTYMHOCTbIO M OCHALWEHHOCTbIO annepro-
NIOrMYecKoro KabvHeTa u HaaM4YMem/oTCyTCTBMEM NPOTUBO-
NoKa3aHW K NPOBEAEHMNIO KOXKHOIO TECTUPOBAHMS.

KoxkHble Mpo6bl NPOBOAAT B YCNOBUSX aNnepronornyecKo-
ro KabuHeTa crneumanbHO o6yyYeHHask MeguUMHCKasa cecTpa
WK Bpay annepronor-ummyHosnor. Haméonee yacto npume-
HAOT MPUK-TECTbl (TECTbl YKONOM) MAM CKapUdUKaLMOHHbIE
TecTbl. Pe3ynbratbl TECTUPOBAHUS C annepreHaMm COOTHOCAT
C pesynbratamu OTPULATENbHOrO WM MONOMXKMUTENbHOrO TecT-
KOHTpONS. Pe3ynbTaTtbl KOXHbIX NPO6 04eHb BakHbl NS gnar-
HOCTUKM aTonMyecKnx 3ab0neBaHUi, OAHAKO OHWU He ABANS-
I0TC abCOMIOTHbIMKW, UMEIOT MPOTUBOMNOKa3aHus [1, 2, 7].
Ha focToBEpPHOCTb pPe3dynbraToB MOrYT BAUSATb PaHHWUM feT-
CKMI (0o 5 neT) unn, Hao60oPOT, NPEKNOHHLIN (cTaplue 60 neT)
BO3pacT nauueHTa, Npuem MOKOKOPTUKOMAOB CUCTEMHOIO
LEeNCTBUS, aHTUITMCTAMUHHBIX CPEACTB CUCTEMHOMO AENCTBHS,
NCUMXOTPOMHbIX NPENapaToB (CHUXKAIOT KOXHYIO YyBCTBUTESb-
HOCTb), Aepmorpaduam (IOXKHOMOMOXKUTENbHbIM pPe3ynbTarT),
HENPOAOMKUTENBHbBIN NEPUOS NoCe OCTPON anfepruieckomn
peakumn (NoXxXHooTpULaTenbHblM peadynstar) 1 ap. MNpu auHa-
MWYECKOM HabMIOAEHUN B TeHeHMe roga BO3MOXKHO NMOBTOpP-
HOe NpoBefeHne UccneaoBaHUs NPU NOJO3PEHNM Ha NosiBe-
HWEe HOBOW KJIMHUYECKU 3HAYMMOM CEHCUBUIU3aLNH.

NMaumveHTam ¢ AP npu Hanauyuu NpPoOTUBOMNOKa3aHU1
WY MHBIX NPUYUH, NPENATCTBYIOLMX MPOBEAEHNIO KOXHOIO
TECTUPOBAHMS, COMHUTENbHbIX Pe3ynbTaTax KOXHOro TecTu-
POBaHMUSA, PaCXOXAEHWM AaHHbIX, NONYYEHHbIX Mpu cbope
aHaMHe3sa, C pe3ynbraTamMu KOXHOro TeCTMPOBaHMA PEKO-
MEHAOBAHO MNPOBeLEHNE WUCCNEeAOBaHUS YPOBHSA aHTUTEN
K aHTUreHam pacTUTENIbHOro, XMBOTHOMO M XMMMWYECKOro
NPOUCXOXKAEHUS B KPOBM (ONpeaefieHne YypoBHSA annepreH-
cneundunyeckunx IgE-anTuTen) 4na NOATBEPKAEHUSA annepru-
YeCKOM NPUPOabl PUHKUTA, BbISBAEHUSA NMPUYUHHO-3HAYUMbIX
annepreHoB ¢ LeNbio BbIpaboTKN peKomeHauuni no o6pasy
KU3HW, MUTaAHWUIO U onpefeneHns LenecoobpasHocTi npo-
BeaeHna ACUT [1, 2,5, 7, 45, 68-73]. YpoBeHb y6egurtesib-
HOCTU peKomMeHaauum — A (ypoBeHb JOCTOBEPHOCTU
AOKasaTenbCcTB — 2).

OnpegenexHve ypoBHS annepreH-cneunduyeckunx IgE-
aHTUTEN B CbIBOPOTKE OCOGEHHO BaHO Npu Heybeau-
TeNbHbIX pe3ynbratax KOMKHbIX Npo6 An60 Npu HEBO3MOX-
HOCTM WX NOCTAHOBKM (Hanpumep, B Nepuos 060CTpeHUs
annepruyeckoro 3aboneBaHUs MAM MPU HaNMYUU UHbIX
NPOTMBOMNOKa3aHWM), OTCYTCTBMM HEOOXOAUMbIX AMArHo-
CTMYECKMX annepreHoB (Hanpumep, annepreHoB rpuboB).
Ha gocTtoBepHOCTb pe3ynbrata BAUSET Ucnofib3yemas TecT-
cucTeMa, Kotopasi MOXKeT UMETb HEBbLICOKYIO YyBCTBUTENb-
HOCTb M cneundUYHOCTb, YTO, B CBOIKO 04Yepeb, OTparkaeTcs
KaK B JIOXXHOMOOXKUTENBHOM, TaK U B NOXXHOOTPULLATENIbHOM
pesynbrate. «30/10TbIM CTaHLapToM» 1abopaTopHON annep-
rOANArHOCTUKK ABASIETCH UMMYHOMAYOPECLEHLMS Ha TBEpP-
aon dasze, Hanpumep C UCNONb30BaHWEM aBTOMaTU3MPO-
BaHHOro npnéopa IMmunoCAP, KoTopas o61agaeT BbICOKOK
YyBCTBUTENIbHOCTbIO K BbIIBNEHUIO cneundunyeckmx IgE
B CBEPXHU3KMX KOHLEHTPaLMAX M, COrNacHO He3aBUCUMbIM
nccnefoBaHusaM, aBnseTcs Hanbonee TOYHOM U CTabWUIIbHOMN.
OTYeT NO TECTY BbIMMAAUT KaK KONMYECTBEHHbIN pe3ynbTaT
W cYMTaAETCa NO3UTUBHbLIM Npu 3HadveHuun > 0,70 kU/I [2, 7].

KomnoHeHTHas (MoneKynsipHas) AMarHocTMKa OTHOCKTCSA
K TpeTbeMy YPOBHIO anfieprogMarHoCTUKKU, MCMNofb3yeTcs
ANS KapTMPOBaHWUS annepreHHon ceHcnbunmaaummn naumeH-
Ta Ha MOJEKYNSIPHOM YPOBHE C NMPUMEHEHUEM OYMLLEHHbIX
HaTypanbHbIX MW PEKOMOWUHAHTHbIX anfIEPreHHbIX MONEKY
BMECTO 3KCTPaKTOB annepreHoB [72, 73]. He pekomeHay-
€TCs MPOBOANTb MOJSIEKYASPHYIO AMArHOCTUKY BCEM MNauu-
eHTaM ¢ AP. YKa3aHHbIn MeTo4 MOXeT OblTb MCMNOJIb30BaH
NPUY PacxoXAeHnn AaHHbIX aHamMHe3a W pe3ynbTaToB annep-
roo6cnegoBaHns NeEPBOro ypoBHS (KOXKHble Npobbl, onpeae-
nexune cneunduyeckunx Ige), npn HeadpdekTnBHOCTU ACUT,
npu HasHavyeHnn ACUT peKoMOWHaHTHbIMK annepreHamu.
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CLINICAL RECOMMENDATIONS

KJIMHUYECKUE PEKOMEHAALUUU

Mpn AMHaMU4YeCcKOM HabnlogeHUM B TedeHune roga Bo3-
MOXHO NOBTOPHOE MPOBEAEHWE MCCNEeA0BaHUS NpW NoJo-
3pPEHNN Ha MOSIBJEHWE HOBOM KIMHWYECKU 3HAYUMOW CeH-
cubunnsauuu.

NccnepoBaHue ypoBHS o6LLero IgE B CbiIBOPOTKE KPOBU
nauueHTa C Lenblo NOCTaHOBKM AnarHo3a AP Heuenecoo-
6pa3Ho, TaK KaK He gaeT Heo6XoAUMOMW AMarHOCTUYECKOM
MHPOPMaLMK, HE UMeeT LEHHOCTM B NpoBeaeHun andode-
peHuUnanbHOW ANArHOCTUKM U HWKaK He BIUSET Ha BbI6OP
neyexusa [7].

HazanbHbI NPOBOKALMOHHBIN TECT C annepreHamu npo-
BOAAT y B3pOCAbIX nauueHToB ¢ AP ans yToyHeHus aua-
rHO3a NPU BO3HUKHOBEHWWU PACXOXAEHUN MeXAy AaHHbIMU
aHamHe3a M peaynbrataMu ApYyrux MEeTO40B AMArHOCTUKM,
a TaKXKe NPW MHOXECTBEHHOM CEHCMOUAN3aLMK K pasnny-
HbIM anjepreHam M Heo6XO0AMMOCTM BbiGopa KAMHUMYECKM
3HaA4YMMOro annepreHa ana nposegeHua ACUT. Bece npoBo-
KaLUWOHHblE TECTbl MOXET MPOBOAWUTb TOMLKO aniepronor-
MMMYHOOI, BNafelowmn MeTOAUKON BbINONHEHUS LaHHON
npoueaypbl B YCNOBUSX CMELManM3npoOBaHHOIO asnnepro-
NOrnyecKoro KabuHeTa uau cTtaunoHapa. MHTepnpeTtauums
NoflyYeHHbIX pe3ynbraToB anneproo6cnefoBaHns MpoBoO-
[AWTCS B CONOCTaB/IEHMM C JaHHbIMKW aHaMHe3a. OnpeaensoT
KJIMHUYECKM 3HAYMMYIO U TAaTEHTHYIO CEHCUBUIMU3aLMio.

OnddepeHunanbHyto amarHoctuky AP cnegyeT npo-
BOAWTb C TakMmMK 3aboneBaHUAMMU, KaK MHOEKLMOHHbIN
PUHUT; PUHWUT, OOBYCNOBJIEHHLIN aHOMaNUAMWU BHYTPU-
HOCOBbIX @aHaTOMMWYECKMX CTPYKTYp, BKJOYas ageHouibl
(y peten) v noiMNO3HbIK PUHOCUHYCUT; HEMHPEKLMOHHbIN
HAP u ero d¢eHoTUNbl/Cy6dEeHOTUNbl: 303UHOPUIIbHbBIN
HAP; nekapcTBeHHO-UHAyuMpoBaHHbIM HAP (Bcneacteue
NPUMEHEHUA HEeCTEepOMAHbIX MNPOTMBOBOCMHANUTENBHbIX

Ta6auuya. CTyneHy4aTbl NOAXOA K Tepanuun aanepruiyeckoro puHuTa

Table. A step-by-step approach to the treatment of allergic rhinitis

npenapatoB, OMOCPEAOBaAHHbLIM COCYAUCTBIMU 3 deK-
TaMn anbda-agpeHobnokaTtopoB U 6GeTa-aapeHo6/0-
KaTopoB, O6GYC/NOBNEHHbIN MPUEMOM WHrMéutTopos AP
(aHrMoTeH3nHNpeBpawawwero ¢epmeHTa), pesepnuHa
MW ANUTENbHBIM MCNOAb30BAaHWEM aAPEHOMUMETUKOB
(ctTumynaTopos anbda-l-agpeHopeLenTopoB, AEKOHTeCcTaH-
TOB)); ropMoOHasbHbIn HAP (CBA3aHHbLIM C 6EPEMEHHOCTLIO,
NnoJIOBbIM CO3PEBaHUEM, MEHCTPYaibHbIM LMKIOM, MNpU-
€MOM TOpPMOHasbHbIX KOHTPaLENTUMBOB CUCTEMHOrO [Ael-
CTBMS, aKpoMeranunen, rmnotupeo3om); npodeccruoHanbHbln
HAP (MHOYUMPOBAHHbLIN HU3KOMONEKYNAPHLIMU XUMUYECKU-
MU COEAUHEHUSMU / UpPUTAHTaAMM), PUHUT MNOXKMUABIX Nt0LEN
(aTpodHUYECKUIA); PUHUT, BbIZBAHHbIM MULWEBbLIMU MPoAYyKTa-
MW / ankoronem; uagmonatndyeckun HAP; nepBuyHas uunu-
apHasl AMCKUHE3US, MYKOBUCLMA03.

JIEYMEHME
Heo6Xxo0aMMO LOCTUMKEHME MONHOIMO KOHTPONS CUMMNTO-
MoB AP. lpu coxpaHeHUn TPUTTepHbIX GaKToOpoB (NPOoaoS-
}atolleecs BO34eNCTBME NPUYMHHO-3HAYMMOTO anfepreHa,
BO3JeNcTBME TabavyHOro AbiMa, APYrMX MPPUTAHTOB) MOXKHO
rOBOPUTH /UL O CHUXKEHUU BblpaXKEHHOCTM cMMITOMOB AP.
K OCHOBHbIM npuHUMNam nedvyeHns AP OTHOCAT
(c™m. Tabnnuy):
°  MeAMKaMEHTO3HYIO Tepanuio;
®  3IMMUHALMOHHbIE MEPONPUATUS;
e ACUT.

MeauKkameHTO3Haa Tepanus

Bcem nauneHtam ¢ AP peKomMeHAyeTcs Ha3Ha4vyeHue
@HTUIMCTaMUHHbBIX CPEACTB CUCTEMHOIO AencTBHA 6e3 ceaa-
TUBHOro addeKTa (MocneaHero NoKoJIEHUS) C LEeSblo YMEHb-

UmmyHoTepanus (ACUT)
KoHTpoNb GaKTopoB BHELIHEN cpefbl (AMMUHALIMOHHBIE MEPONPUATHS)
PaccmoTpeTb XMpypruyeckoe nevyeHne conyTCTByoLWen NaTonormu
dapmakoTepanusa Ans KOHTPONS CUMNTOMOB
4-q cTyneHb
1-a cTyneHb 2-A1 cTyneHb 3-9 cTyneHb
(neyeHue TONbKO cneLuasncTom)
OAuH n3: OauH ma: Kom6uHauns MHITKC ¢ ogHUm e PaccMoTpeTb Tepanuio TAXenoro
® HCH,-Al e NHIKC (npegno4ytutenbHo) | unu 6onee ua: AP omanusyma6omt
® WHTpaHa3anbHble Al ® HCH,-Al ® HcH,-Al
° KpomornuumMeBas Kucnota ® WHTpaHa3anbHble Al ® WHTpaHa3anbHble Al
(HazanbHbIM Npenapar) o ANITP o ANITP
o ANITP

[penapatbl CKOPOW NoOMoLWM

CumnatomumeTmku (kog ATX RO1AA) KOPOTKUM Kypcom

[MIOKOKOPTUKONAbI (CUCTEMHOTO
[eNCcTBUS, NnepopanbHble)

WA, Npexae 4em NoBbllaTh CTyNeHb Tepanuu (step-up)

[lepenpoBepuTb AMArHO3 U/Wan NPUBEPIKEHHOCTb JIEYEHMIO IMOO BUSHWE COMYTCTBYIOLWNX 3a60NeBaHuUM U/UNN aHAaTOMUYECKUX aHOMa-

MpumeyarHne. ACUT — annepreH-cneunduyeckas MMMyHoTepanus; HeH,-Al — aHTUTUCTaMUHHbIE CPeAcTBa CUCTEMHOIO AenCTBUSA 6e3
cefjaTuBHOro addeKrta (nocneaHero NOKoNeHUs), MHTpaHasdabHble Al — NpoTUBOasIepruyecKkmne cpefcTaa, KpoMe KOPTUKOCTEPOUIOB;
AJITP — aHTaroHUCTbl NENKOTPUEHOBDLIX peLienTopoB; MHITKC — nHTpaHa3anbHble MMIOKOKOPTUKOCTEPOUAbI (KOPTUKOCTEPOUbI AN1 MECTHO-
ro, Ha3anbHOro NpuMeHeHns). <1> — HasHadeHne omannsymaba BO3MOXHO A8 NaLMeHTos 12 neT 1 cTaplue Npu HeaoCTaToYHON 3DGEeKTUB-

HOCTW NpeaLlecTBYiOLEN Tepanmu.

Note. ASIT (ACUT) — allergen specificimmunotherapy; wsH,-AH (HcH; — Al') — systemic antihistamines without sedation (latest-generation);
intranasal AH (MHTpaHa3anbHble Al') — antiallergic agents, except corticosteroids; LTRA (AJITP) — Leukotriene receptor antagonist; INCS
(MHIKC) — intranasal corticosteroid (corticosteroids for topical, nasal use); <> — the appointment of omalizumab is possible for patients
12 years of age and older with insufficient effectiveness of previous therapy.



WeHns 3yaa B MOMOCTM HOCA, YMXaHWs, PUHOPEW, 3ano-
EHHOCTU Hoca [1-7, 74-92]. YpoBeHb y6eAUTeNIbHOCTHU
peKomMmeHaauun — A (YypoBeHb JOCTOBEPHOCTU JOKa3a-
TenbcTB — 1).

Llenecoo6pa3Ho MNpUMeHeHWe aHTUIUCTaMUHHbIX
CPEeACTB CUCTEMHOrO AencTBua 6e3 cefatuBHOro addek-
Ta (HcH,-Al') ¢ MpeuMylwecTBEeHHbIMY XapaKTePUCTUKAMM
[1-5, 7, 74-92]:

° Ce/IeKTUBHOE BO3aencTBue Ha Hy-peLienTopsl;

®  ObICTPOE HACTYMJIEHUE KIMHNYECKOTO 3P PeKTa;

°  3(pdEKTUBHOCTb B TeyeHue 24 4 u 6onee;

° OTCYTCTBME Taxuduiakcum (MpuBbIKaHUS);

® BbICOKWI YpOBEHb 6€30MacHOCTH;

° OTCyTCTBME cefaTUBHOro addeKTa;

® OTCYTCTBME KAMHWYECKM 3HAYUMbIX B3aUMOLENCTBUM
C NULEN, NeKapCTBEHHbIMK Npenapatamu;

° He 9BAfAOTCA cybcTpaTtamu TPaHCMOPTHbIX 6ENKOB;

® OTCYTCTBME B3aMMOAENCTBMUS C CUCTEMOM LIMTOXPOMOB

P4503A (CYP3A);
® OTCYTCTBME KapAMOTOKCUYHOCTH.

OtaenbHble HCH,-Al pasnuuatotca no dapmakoau-
HaMuKe W dapMaKOKMHETMKE, CMNOCOOGHOCTU MPOHMKaTb
yepes remaToaHuedanmyeckuin 6apbep 1 Bbi3blBaTb ceaa-
uMio (6onee BbIPaXKEHHO Yy LETMPU3MHaA B 3aBUCUMOCTH
OT [03bl) U, BO3MOXHO, MO CNOCOGHOCTU MOAaBAATL Ael-
CTBME NpOBOCNanuTENIbHbIX MeanaTopoB, Y4acTBYIOLMX
B Pa3BUTUKU annepruyeckon peaxkuun [74-92].

HAesnoparaguH

[etam B Bo3pacte oT 6 ao 12 mec — no 1 mr 1 pas
B CYTKM; AeTam B Bo3pacTte ¢ 1 roga 4o 5 net — no 1,25 mr
1 pa3 B CYTKK; AeTsM B Bo3pacTe oT 6 Ao 11 neT — no 2,5 mr
1 pa3 B CYyTKM; B3POCNLIM U NogpocTKam oT 12 neT — no 5 mr
1 pas B CYTKW.

JleBOoL€THPU3UH

[eTsm B Bo3pacTe oT 2 Ao 6 net — no 1, 25 mr 2 pasa
B CYTKMW; B3POC/bIM U AeTaM cTapwe 6 neT — no 5 mr 1 pas
B CYTKM.

JlopaTtaguH

[eTsam B Bo3pacTe oT 2 Ao 12 net npu macce Tena 30 Kr
M MeHee — no 5 mr 1 pa3 B CyTKMW, Npu Macce Tena 6onee
30 Kr — 10 mr 1 pa3 B CyTKW; B3POC/bIM M MOAPOCTKAM
ctapwe 12 net — no 10 mr 1 pa3 B CyTKK.

deKkcopeHaguH

[etam B Bo3pacTe oT 6 Ao 11 netr — no 30 mr 2 pasa
B CYTKM; B3POCAbIM W MOAPOCTKaM cTapwe 12 netr —
no 120 mr 1 pa3 B CYTKM.

LetnpnsunH

[etam B Bo3pacTe oT 6 o 12 mec — no 2,5 mr 1 pas
B CYTKM; AeTam B Bo3pacTe oT 1 roga o 2 net — no 2,5 mr
2 pasa B CyTKMW; 1eTam B Bo3pacTe oT 2 40 6 neT — no 2,5 mr
2 pa3sa B CYyTKM uan 5 Mr 1 pa3 B CYyTKW; B3POC/bIM U AETAM
cTtapuwe 6 net — no 5-10 mr 1 pas B CyTKW.

J6acTnH

B3pocnbim v nogpocTkam ctapuie 12 net — no 10-20 mr
1 pa3 B CYTKM (cywecTByeT cybanHreanbHas 6bicTpogncnep-
rupyemasi ¢opma).

PynataguH

B3pocnbim 1 nogpocTtkam ctapue 12 net — no 10 mr
1 pa3 B CYTKW.

bunactuH

B3pocnbim 1 nogpoctkam ctapuie 12 net — no 20 mr
1 pa3 B CYTKW.

He pekomeHgyeTcs naumeHTam ¢ AP Ha3HavaTb aHTUMM-
CTaMUHHbIE CPeACTBa CUCTEMHOIO AENCTBUSA C ceaTUBHbBIM
adpdeKToM (NepBoro MOKONEHWUS) NO MPUYMHE BO3HUKHO-
BEHUS MOCNe WX MpUema BblparKeHHbIX HexXenaTenbHblX
aBneHnn (HA) [1-7, 93-94]. YpoBeHb y6eauTe/IbHOCTHU

pekomeHpauun — C (ypoBeHb JOCTOBEPHOCTU JOKa3a-
TenbCcTB — 5).

HecMOTpsi Ha peKoMeHAaUMK NPUMEHEHUS aHTUrucTa-
MWHHbIX CPEACTB CUMCTEMHOrO AencTBus 6e3 cefaTMBHOMo
adpdeKTa (nocnegHero NOKoNEeHus) ONs feYyeHus naumeH-
TOB ¢ AP, Ha NpaKTUKe COXPaHSAIOTCA Cay4yan MpuUMeHeHus
@HTUIMCTaMMHHBIX CPECTB CUCTEMHOIO JENCTBUS C ceaa-
TUBHbIM 3ddEeKTOM (nepBOro nokoneHus). lMNpaKTU4YecKn
BCE aHTUIMCTaMMUHHble MpenapaTbl NEepBOro MOKONEHUs,
NOMWMO aHTAroOHMCTUYECKOro AENCTBMUS MO OTHOLIEHUIO
K H,-peuenTtopam, 610KMPYIOT 1 fipyr1e peuenTtopsbl, B 4acT-
HOCTM MYCKapWHOBbIE, CEPOTOHMHOBLIE, AOMAMWHOBbLIE,
4YTO NpPMBOAMT K pasBuTuio paga HA [9, 58, 59]. Hanbonee
yacto peructpupyembiMv HA aBnsioTca cefauusi, COHMM-
BOCTb, TO/IOBOKPYXEHWE BCMeACTBME MNPOHUKHOBEHMS
NIEKApPCTBEHHbIX CPEACTB 4Yepe3 rematosHuedannvyecKkunn
6apbep M CBfI3bIBAHUS TaM TMCTaMWHOBbLIX PELENTOPOB
[9, 93, 94]. [McTaMUH 9BNSETCS BaXHbIM MeAMaTopoM B TKa-
HW TO/IOBHOrO MO3ra, y4acTBYWOLWWUM B PErynauMu UMKIa
CHa 1 604pCTBOBaHMUSA, NCUXUYECKMUX DYHKLMIK, 06LWEMO3rO-
BOW @KTMBHOCTM M anneTuta. AHTUIMCTaMUHHbIE cpeacTBa
CUCTEMHOIO AENCTBUSA C cegaTUBHbIM 3O DEKTOM (3a UCKJIIO-
yeHnem [JoKcunamuHa) yrHetaoT REM- (rapid eye movement)
-dagy cHa, nocse 4Yero Bbl3blBAlOT BblPaXEHHbIW CUHAPOM
OTMEHbl — TMOBbIWEHNE ANUTENBHOCTU U MHTEHCMBHOCTHU
REM-da3zbl. B pesdynbtaTte COH CTaHOBMTCA MPEPbIBUCTLIM
(bparMeHTauus CHa), HapywaeTcs cepaeyHbln PUTM, pa3Bu-
BalOTCS TKAHEeBas MMMOKCHUS M HapyleHWEe [blXaHWUs BO CHe
(anH09) [93, 94]. 3TO NPMBOANT K IHEBHOW COHIMBOCTH, CHHU-
EHWI0 AHEBHOM aKTMBHOCTM M HapPYyLWEHWIO KOTHUTUBHbIX
GYHKUMIA. [Tpn anHo3 BO CHe MOBLILWAETCA PUCK BHE3ANHOM
cmepTH [93, 94].

MauneHTam ¢ AP peKomeHAyeTcsi paccMOTpeTb BO3-
MOYHOCTb Ha3Ha4YeHWsa Ha3abHbIX NMPOTUBOANNEPTUYECKUX
npenapatoB C LENbi0 GbICTPOr0 YMEHbLUEHUS BblpaXeH-
HOCTM OCHOBHbIX cumnTomoB AP [2, 4, 6, 7, 76, 82, 95, 96].
YpoBeHb y6eauTeIbHOCTU peKoMeHaaumum — A (ypoBeHb
AOCTOBEPHOCTU AOKa3aTtenbCcTB — 1). MHTpaHa3anbHble
aHTUIMCTaMMHHbIE MpenapaTbl MOTyT Ha3Ha4yaTbCs B Kaye-
CTBE MOHOTEpPANUn U B KOMBUHALIMK C APYTMMM IEKapPCTBEH-
HbIMW cpeacTBaMu. [JaHHbIM Kacc npenapaTtoB XapakTepu-
3yl0T 6bICTPOE Havyano aencTeus (B teyeHne nepsbix 30 MUH)
M BbICOKMW nNpoduiab 6e3onacHocTn. K HA MOXHO oTHecTu
CYyXOCTb CIM3McTOM 060N104KHM [2, 4, 6, 7, 82, 95, 96].

A3es1acTMH cnpen Ha3aibHbi JO3UPOBaHHbIN

B3pocnbim 1 pgetam cTtapwe 6 netr — no 1 pgose
(0,14 mr/0,14 mn) B KaxAblh HOCOBOM X044 2 pa3a B CYTKU.
Mpn HEOBXOAMMOCTN B3POC/bIM M AeTsaM cTapwe 12 net —
no 2 go3bl (0,28 mr/0,28 M) B Kaxabli HOCOBOM X0 2 pa3a
B CYTKW. [pMMeHsaeTcs A0 NPeKpaLleHns CUMNTOMOB M Noa-
XOAWUT ANA NPOJOIKMUTENBHOrO MPUMEHEHUS, HO He 6Gonee
6 mec.

JleBoKabacTuH cnpen HasalbHbl AO3UPOBAaHHbIN

B3pocnbim n getam ctapuue 6 net — no 2 4o3bl (100 MKr)
B KaXJbl HOCOBOW X0/ 2 pa3a B CYTKM, Npun 60/1ee BbiparKeH-
HbIX CUMNTOMax BO3MOXHO MCMNOJib30BaHMe 3—4 pa3a B CyT-
Ku. MNpK OTCYTCTBUM KAMHUYECKOro addeKTa vepes 3 gHA
npMMEHeHWe npenaparta npekpawaetcs. [pu Hanuymu
K/IMHUYECKOro adp@eKTa NpUMMEHseTcsa OO0 MNpeKpalleHus
CMMMNTOMOB.

PekomeHayeTca nauueHTam cO CPeaHUM, cpeaHeTs-
XenbiM U TaXenbiM TedeHnem AP, 0CO6€eHHO C BblparKeH-
HOWM Ha3anbHOM 06CTPYKLMEN, pAaCCMOTPETb BO3MOXHOCTb
Ha3Ha4YeHUs1 Has3ajbHblX MpenapaTtoB KOPTUKOCTEPOMAOB
C Le/1blo YMEHbLIEHMS 3a/10XXEHHOCTHU HOCa, 3yAa B MONOCTH
HOCa, YMxaHus, puHopen [1-7, 76, 82, 97-104]. YpoBeHb
y6eauTenbHOCTU peKomeHaauun — A (YypoBeHb JOCTO-
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KJIMHUYECKUE PEKOMEHAALUUU

BEPHOCTU [JOKa3aTenbCcTB — 1). WNHTpaHa3aNbHble
rnoKokopTukoctepouabl (MHITKC) npeBocxoadT no cune
[EeNCTBNS aHTUIMCTaMWHHbIE CPeAcTBa CUCTEMHOrO Aen-
CTBUS M KPOMOTIMLMEBYIO KMCNIOTY (Ha3asibHbIK Npenapar),
3OPEKTUBHO YMEHbLIAKOT BbIPaXKEHHOCTb TAKUX CUMMNTO-
MOB, KaK 3all0eHHOCTb HOCa, 3y4, YMXaHwe, puHopes,
3a CYEeT BblpaXKEHHOro MNPOTMBOAJNEPTUYECKOrO, NPOTH-
BOBOCMA/IMTENIbHOTO M COCYAOCYXMBaOLWeEro AencTBuUA
[1-7, 76, 82, 97-104].

TaKkXe oTMeyeHo nonoxutenbHoe paencrteue WHIKC
y nauueHToB ¢ AP Ha rnasHble CMMNTOMbl B COYETaAHWUM
C aNNepruyeckUmM KOHBIOHKTMBUTOM 3a CHET TOPMOMKEHUS
Ha300KynspHoro pednekxca [105, 106].

K HA MHITKC MOXHO OTHECTM CyXOCTb CIM3UCTOW 060-
JIOYKM, HOCOBbIE KPOBOTEYEHMUS, peako — nepdopaumio
HOcoBOW neperopoakn. C uenbto NPoPUNaKTUKM MOBOYHbIX
peakuMn HeobxoauMo O6yyeHue nauuneHTa TeXHWUKe Mnpu-
MeHeHus UHTKC.

MomeTa30H cnpen Ha3aJibHbl JO3UPOBaHHbIN

BapocnbiM 1 getam ctapuwe 12 net — no 2 go3bl (100 MKr)
B Kaxablh HocoBoW xof 1 pa3 B cyTku (200 MKr/cyT).
[Mocne p[OCTUXKEHMS KenaemMoro neyvyebHoro asdpdekTa
ANS NoAdepXXuBaloWen Tepanuu LenecoobpasHo yMeHb-
weHune go3bl 4o 1 (50 MKr) B Kaxabl HocoBou xoa 1 pa3
B cyTKM (100 mKr/cyT). Mpn He06x0AMMOCTHU CyTOYHas Ao3a
MOXeT ObITb yBenunyeHa o 4 o3 (200 MKr) B KaxAbl HOCO-
Bon xon 1 pa3 B AeHb (400 mKr/cyT). MNocne ymeHbleHus
CUMMTOMOB PEKOMEHAYETCH CHUXKEeHMe J03bl. JeTam ¢ 2 fo
12 net — no 1 gose (50 MKr) B Kaxabll HocoBoK xoa 1 pa3s
B CyTKM (100 mKr/cyT).

dnyTukasoHa pypoar cnpei HasaNnbHbIN

AO3UPOBAHHbIN

B3pocnbim u getam ctapuwe 12 net — no 2 go3bl (55 MKr)
B KaxAabl HocoBon xof 1 pa3 B cyTkM (110 mKr/cyT). MNocne
[OCTUKEHUS }enaemoro evyebHoro addekTa ana nogaep-
XUBalOLLEN Tepanuu Lenecoobpa3HO yMeHblleHWe [O3bl
a0 1 (27,5 MKr) B KaxAablhi HOCOBOM Xxo4 1 pa3 B CYTKM
(55 MKr/cyT). etam ¢ 2 go 12 net — no 1 po3se (27,5 mMKr)
B KaXAbll HocoBOM xoA 1 pa3 B CyTKM (55 MKr/cyT). [pn Heo6-
XOAMMOCTHM [03a MOXeT 6bITb yBenndeHa ao 2 0o3 (55 MKr)
1 pa3 B cyTkM (110 MKr/cyT). [locne OOCTUXKEHUS KenaemMoro
neyebHoro abdeKTa Ang NoAAEPHKMUBAIOLLEN Tepanuu Lene-
C006pa3Ho ymeHblleHre Jo3bl o 1 (27,5 MKr) B KaxkAabln
HocoBOW xo4 1 pa3 B CyTKM (55 mMKr/cyT).

®nyTUKa3oH (payTHKa3oHa NPon1MoHaT) cnpen

Ha3a/IbHbl AO3UPOBAaHHbIN

B3pocnbiMm u getam ctapuwe 12 net — no 2 4o3bl (100 MKr)
B Kaxablh HocoBoW xon 1 pa3 B cyTku (200 MKr/cyT).
[Mocne p[OCTUXKEHMS Kenaemoro nedyebHoro asdpdekTa
409 NoaAepXuBatowen Tepanuu LenecoobpasHo yMmeHblle-
Hue fo3bl A0 1 (50 MKr) B KaxkablM HOCOBOM x04 1 pa3 B CyT-
Kn (100 mKr/cyT). detam ¢ 4 go 12 net — no 1 gose (50 MKr)
B KaxXablv HocoBom xoa 1 pa3 B cyTku (100 MKr/cyT).

ByaecoHua cnpen Ha3albHbIA O3UPOBAaHHbIN

B3pocnbiMm 1 getam ctaplie 6 net — no 2 ao3bl (100 MKr)
B KaXAbl HOCOBOM xo4 2 pa3 B cyTKu (400 mKr/cyT). MNocne
[OCTUIKEHUS }enaemoro seqyebHoro addekTa Ana nogaep-
XUBalOLLEeN Tepanuu Lenecoobpa3HO yMeHblleHWe [O03bl
a0 1 (50 MKr) B KaXAblh HOCOBOW XoA4 2 pa3a B CYTKM
mnn no 2 ao3bl (100 MKr) B Ka)Xabli HocoBoKn xoa 1 pa3
B cyTku (200 mKr/cyT). MpoaomKUTENbHOCTb NMPUMEHEHUS
He 6onee 3 mec.

BeK/io0MeTa30H cnpen Ha3aibHbl JO3UPOBaHHbIN

B3pocnbim 1 geTtam ctapuie 6 net no 2 gosbl (100 MKr)
B KaXAblh HOCOBOW xo04 2 pasa B cyTku (400 MKr/cyT).
MaKkcumanbHaa cytoyHas gosa — 400 wmKr/cyT. lNocne
[OCTUIKEHUS }enaemoro sie4ebHoro addekTa Ana nogaep-

MBaloLWen Tepanuu Lenecoobpas3Ho yMeHbleHWe A03bl
10 1 (50 MKr) B KaxAbl HOCOBOW X04 2 pa3a B CYTKM.

Mpn HEO6XOAMMOCTH COYETAHHOIO MPUMEHEHUS Ha3alb-
HblX NpenapaToB NPOTMBOANIEPTUYECKOro 4ENCTBUS U KOP-
TUKOCTEPOMUAOB (QHTUITMCTAMUHHBIX M KOPTUKOCTEPOMAOB
MECTHOro AenctBus) nauneHtam c¢ AP peKoMeHAoBaHO
paccMoTpeTb BO3MOXHOCTb Ha3Ha4yeHUs KOPTUKOCTEPOU-
OB B KOMOMHaLMK C ApyrMMW npenapaTaMu (HasalbHbIX
KOMOGWHMPOBAHHbIX MpenapaToB, COAepXallmMx WMHTpaHa-
3aNbHbI @HTUIMCTaMUHHBLIA NpenapaTt U KOPTUKOCTepoua)
C LIeNbl0 YMEHbLIEHUS BbIPAXXEHHOCTU BCEX cMMNTOMOB AP
npW COKpaLLeHUN Konu4yecTBa MCNONb3yeMblX npenapatos
[2, 6, 7, 76, 82, 107-116]. YpoBeHb y6eauTe/IbHOCTHU
peKomMmeHaauuin — A (YypoBeHb JOCTOBEPHOCTU AOKa3a-
TenbcTB — 1). KoM6GUHMPOBaHHbIE MHTPaHa3anbHbIe aHTH-
rmctamuHHble 1 MHITKC coveTatoT aencTBne o60mx KnaccoB
npenapaToB — 6GbICTPOE Hayano AENCTBUS U BblparKeHHbIN
npotuBoBocnanuTenbHbll apdeKkT. COOTBETCTBEHHO, BO3-
MOXHO pasBuTne HSH, xapaKTepHblX A1 060MX KiaccoB
KOMOWHMpPYeMbIX NpenapaTtos [2, 6, 7, 76, 82, 107-116].

A3es1acTHUH + pa1yTHKa30H cnpen Ha3a/ibHbIX

AO03UPOBaHHbIN

B3pocnbim 1 getam ctaplie 12 net — no 1 no3ze (50 MKr
GnyTMKaszoHa / 137 MKr asenactvHa) B KaxAbll HOCOBOM
X0[, 2 pa3 B CYTKM.

A3es1acTUH + MOMeTa30H cnpei Ha3abHbIN

AO03UPOBaHHbIN

B3pocnbim (0T 18 net) — no 1 gose (50 MKr MOMeTa30-
Ha / 140 MKr asenactvHa) B Ka)XAblh HOCOBOM X0 2 pas3
B CyTKM. MPOAOMKMTENBHOCTb Kypca neyeHnsa — 2 Hej.

MomeTa30H + osionataguH cnpen Ha3albHbIN

AO03UPOBaHHbIN

Mpn CE30HHOM U KPYrnoroguyHom AP B3pOCnbIM U AETAM
ctapwe 12 netr — no 2 po3bl (50 MKr mMomeTa3oHa /
1200 MKr ononaTaguvHa) B KaXAblh HOCOBOW xo4 2 pasa
B CYTKM; Npu ce30HHOM AP geTtsim ¢ 6 o 11 neT — no 1 gose
(25 MKr momeTtazoHa / 600 MKr ononaTaguHa) B KaxKAablh
HOCOBOM X04 2 pa3a B CyTKM.

PekomeHayeTcsa naumeHTam ¢ AP nto60on cTeneHu Tsaxe-
CTWM paccMoTpeTb Lenecoobpa3HocTb HadHaveHua AJITP
C LLe/Ibl0 YMEHbLUEHNS 3aN0XEHHOCTU HOCa, pUHOPeEW, 3yaa
B MOJIOCTU HOcCa, YuxaHusa [1-7, 76, 117-122]. YpoBeHb
y6eaAuTeNbHOCTU peKoMmeHaauun — A (ypoBeHb AOCTO-
BEPHOCTU floKa3aTenbcTB — 1). 3a cyeT cneunduryeckoro
CBfI3bIBaHUS C LMUCTEUHUN-NENKOTPUEHOBLIMKM peLenTopa-
MW MOHTENyKacT nogasnsieT BOCnaleHue cnuaucton o6o-
NI0YKM HOCa M GPOHXOB, CMPOBOLMPOBAHHOE asepreHom
M HecneundUYEeCKMMU Tpurrepamu, obnagaet BblparKeH-
HbIM MPOTUMBOANNEPTUYECKUM U NMPOTUBOBOCMNANUTENBHBIM
gencrenem, adpdeKTMBEH Kak B NogaBfeHUMU CUMMTOMOB,
TaK M ¢ uenblo npodunaktnkn cumntomoB AP. AJTTP ycTy-
natT no 3dPeKTUBHOCTM KOpTUKOCTEpoMaam (MeCTHOrO,
HazanbHOro NpUMeHeHus). MoryT NPUMEHATLCS KaK B Kaye-
CTBE MOHOTepanuu, Tak U B KOMMIEKCHOW Tepanuu AP
[1-7, 76, 117-122].

MoHTenyKacrt

[eTtam B Bo3pacTte oT 2 A0 6 net — no 4 mr (1 »xeBa-
TenbHaa Tabnetka) 1 pa3 B CyTKM; AeTaM B Bo3pacTe
oT 6 g0 15 net — no 5 mr (1 xxeBaTtenbHas Tabnetka) 1 pas
B CYTKM; B3pPOCabIM U aeTam cTapuwe 15 net — no 10 mr
1 pa3 B CYTKM.

MauymeHTam ¢ AP B coyeTaHuun ¢ BA nokasaHo paccmo-
TpeTb BO3MOXHOCTb Ha3Ha4vyeHus AJITP ¢ uenbio peannsa-
LMW NPOTMBOANNEPTMYECKOro, MPOTMBOBOCMNAINTENBHOMO
M NpoTMBOACTMAaTMYECKOro aenctems [2, 4,6, 7, 123-125].
YpoBeHb y6eAUTENIbHOCTU peKomMmeHpaauun — A (ypo-
BEHb JOCTOBEPHOCTU AOKa3aTenbcTB — 1). HazHaveHue



MOHTeslyKacTa npu coyetaHnu AP n BA No3BONSET KOHTPO-
nupoBaTtb cMMNTOMbl Kak AP, Tak u BA 1 nzberaTb Noau-
nparmasuun [2, 6, 123-125]. AanTenbHOCTb KypCcOBOro
neyeHuns coctasnsget ot 1 go 3 mec u 6onee. CornacHo
WMHCTPYKLMK MO MEAULMHCKOMY NPUMEHEHUIO NEKAPCTBEH-
HOro Mpenapata MOHTENYKAcCT, OrpaHUYyeHn No AAuTeNb-
HOoCTK Tepanuun AP HerT.

MNauneHtam c AP npu HEO6XOLMMOCTM COYETAaHHOIO NpPHK-
MEHEHWUS aHTUIUCTaMMUHHbIX CPEACTB CUCTEMHOIO 4ENCTBMS
6e3 cegaTuBHOro addeKTta (nocnegHero nokoneHus) u AJITP
pEeKOMeHAYeTCA PacCMOTPETb BO3MOMXHOCTb Ha3HayYeHus
MOHTENyKacta B KOMOGWHaAUMKM C APYrMMKW npenapatamu
(QHTUIMCTaMUHHBIMX CpeacTBaMU CUCTEMHOIO [LENCTBUSA
6e3 cefaTMBHOro addeKTa) ¢ Uenbilo YMEHbLIEHUS Bblpa-
JKEHHOCTM BCEX CMMMNTOMOB AP Npu COKpaleHWW Konu-
yecTBa MCMonb3yeMblx npenapaTtoB [126-128]. YpoBeHb
y6eaAuTeNnbHOCTU peKoMmeHaauun — B (ypoBeHb JocTo-
BEpPHOCTU JoKasatenbcTB — 1). KomMOGWHMpOBaHHbIE
cpeAcTBa coyeTaloT gelcTBMe 06OMX KflaccoB npenapa-
ToB. COOTBETCTBEHHO, BO3MOXHO pa3BuThe HY, xapakTep-
HbIX 418 060MX KNacCoB KOMOGUHMPYEMbIX SleKapCTBEHHbIX
CcpeacTs.

JleBo4eTUPU3UH + MOHTENIYKacT

B3pocnbiM 1 getam ctapwe 15 net — no 1 tabnetke
(10 Mr moHTenykacTta / 5 Mr neBoLEeTMpU3nHa) 1 pas B CYyTKU.

MauneHTam c Nerkom cTeneHbio TaxecTn AP pekomeHay-
€TCSl PaCCMOTPETb BO3MOXHOCTb Ha3HA4Y€HUS KPOMOTNLM-
€BOW KUCOThI (HadabHbIM Npenapar) ¢ Lesiblo YMeHbLUEHNUS
YUXaHUS, PUHOPEN N 3aN0KEHHOCTM HOoca [2, 7, 95]. YpoBeHb
y6eAUTEeNbHOCTU peKomMmeHaauun — A (ypoBeHb JOCTO-
BEPHOCTU AoKasatenbcTB — 1). KpomornvumeBasa Kuc-
noTa (HasajbHbIM Npenapart) ob6nagaet CTabUIN3UPYIOLWUM
OEeNCTBMEM Ha MeMOpaHbl TYYHbIX KJETOK; ee 3adpdeKTuB-
HOCTb HW}KE, YEM Y @aHTUIMCTAMMUHHbBIX CPEACTB CUCTEMHOIO
nencteus, AJITP n KopTMKOCTEPOUAOB (MECTHOro, Hasallb-
HOro NPUMEHEHMS), HO Npenapar oTAnYaeTcs BbICOKON 6€e3-
0ONacHOCTbLIO.

KpomornmuuneBasi Kucsota cnpei HasaibHbIN

AO3UPOBaHHbIN

B3pocnbim 1 getam ctapwe 5 net — no 1 gose (2,8 MKr)
B KaXAblh HOCOBOM xof 4 pa3a B CYyTKM (22,4 MKr/cyT).
Mpn Heob6xoanuMocTn — no 1 Ao3e (2,8 MKr) B Kaxbli HOCO-
BOM xoA4 6 pa3 B cyTkM (33,6 MKr/cyT). lNocne goCTUKEHUS
TepaneBTMYEeCKOro apdeKTa 4acToTy NPUMEHEHUST MOXKHO
YMEHbLWWUTb U UCNONb30BaThb TOJIbKO NPU KOHTaKTe C annep-
reHom. Kypc neyenunsa — 4 Heg.

[MauymeHTam ¢ o6ocTpeHnem AP 1 BbipaxKEHHOW Ha3ab-
HOM OGCTPYKLMEN pEKOMEHAYeTCs NPUMEHeHWe cumnaTo-
MUMETUKOB (COCYLOCYXKMBalOLWME CpeacTBa, CTUMYNATOPbI
anbda-l-agpeHopeLenTopoB, AEKOHrecCTaHTbl) KOPOTKUM
KypcomM — OT 3 A0 7 AHEeN — C Le/blo YMEHbLUEHUS 3ano-
EHHOCTU Hoca [7, 129]. YpoBeHb y6ejuTe/IbHOCTHU
peKomeHaauun — A (ypoBeHb [OCTOBEPHOCTU JOKa-
3atenbcTB — 1). CMMNaTOMUMETUKM OKa3biBaAOT BAMS-
HME Ha CUMNATUYECKYID Perynsuuio ToHyca KPOBEHOCHbIX
COCYAOB 3a CYeT AEeNCTBUSA Ha agpeHepruyeckne peenTo-
pbl. KpaTKOBpeMeHHOE NpUMEHEHNe MECTHbIX NpenapaTos
He MPUBOAMUT K OYHKLMOHANbHLIM MM MOPPONOrMYEeCKUM
M3MEHEHMUAM.

OKcHMMeTa30J/IMH crpei Ha3aIbHbIA O3UPOBaHHbIN

WK Kanau ana Hoca.

B3pocnbim 1 getam ctaplue 6 net — no 1-2 go3bl 0,05%
pacTBopa B KaxKAblh HOCOBOM X04 2—3 pasa B CYyTKW. [eTam
oT 1 roga Ao 6 netr — no 1-2 kannm 0,025% pacTtBopa
B Ka)Xablh HOocoBoW xon 2-3 pas3a B CyTKW. MnageHuam
no 4 Heg — no 1 kanne 0,01% pacTBopa B KaxkAblh HOCOBOWM
xo4 2—-3 pa3a B CYyTKW, C 5-M Hea XU3HM M Ao 1 roga —

no 1-2 kannn 0,01% pactBopa B KaxXAblh HOCOBOW XOA
2-3 pasa B cyTKU. Mpenapat npumeHaetca 3—4 aHs.

Kcnnomera3onmH cnpei HasanbHbIN

AO3UPOBaHHbIA UK Kanau Jans Hoca

BapocnbiM 1 getam ctapuwe 6 netr — no 1 poze 0,1%
pacTBOpa B KaxKabl HOCOBOW X0 1-3 pa3a B CyTKU. eTam
oT 20 6 netr — no 1 gose 0,05% pacTBopa B KarKablh
HocoBOW xo4 1-2 pasa B cyTKW. [penapaT npumMeHsieTcs
He 6onee 5-7 gHeN.

He pekomeHpgoBaHO nauueHtTam ¢ AP ucnonb3oBaHue
ANUTENbHbIX KYPCOB CUMMNATOMUMETUKOB (AEKOHTEeCTaHTOB)
ans nevyeHuns AP B CBA3KW C puCcKoM pa3Butus HA 1 meauka-
MEHTO3HOro puHuTa [2,4, 7, 82, 130]. YpoBeHb y6egurteb-
HOCTU peKomeHaauuhn — C (ypoBeHb JOCTOBEPHOCTHU
AOKasaTtenbcTB — 5). [lnntenoHoe ncrnosib3oBaHue (6onee
10 aHew) NoAaoGHbLIX NpenapaToB MOXET COMPOBOXK/AATbCH
TaxMpuiaKCUen, OTEYHOCTbIO CIM3UCTOM OOOJIOYKM HOca
W pa3BUTUEM MELUKAMEHTO3HOMo puHUTa.

NMauyneHTam c ob6ocTpeHnem AP npu BblparKeHHOM
Ha3aNlbHON OGCTPYKUMM M HEOBXOAMMOCTM COYEeTaHHOro
NPUMEHEHNs Hal3albHbIX NpenapaToB NpoTMBOannepruye-
CKOro AEeNCTBUSA (@HTUIMCTaMMHHBIX CPEeACcTB) M cMMnaTo-
MUMETMKOB MECTHOIO MPUMEHEHUS pPeKOMeHAyeTcs pac-
CMOTPETb BOMPOC O Ha3Ha4YE€HUMU LEKOHIeCTaHTOB U ApPYrmx
Ha3anbHbIX NPenapaToB A5 MECTHOrO NPUMEHEHNS KOPOT-
KMM KypcoM (4o 7 AHEW) C Lenblo ObICTPOro yMeHblleHUs
3a/I0XKEHHOCTM HOCa MPW COKPaLLEHUU KONnYecTBa UCNosb-
3yembIx npenapartos [2, 6, 7]. YpoBeHb y6eaUTE/IbHOCTHU
peKkomeHaauun — C (ypoBeHb AOCTOBEPHOCTU AOKa-
3atenbcTB — 5). MCNonb3yloTCs Kak cMMnToMaTuyeckas
Tepanus 4na 6bICTPOro yMEHbLUEHUS 3aN0XEHHOCTH HoCa.

AumeTuHaeH + peHnnappuH cnpein HasanbHbIN

AO3UPOBaHHbIA UK Kanau ans Hoca

BapocnbiM 1 getam ctaplie 6 net — no 1-2 go3bl cnpes
nnn no 3—4 Kannu B Kaxkablh HocoBon xoa 3—4 pasa B CyT-
KW, 4eTsam oT 1 roga Ao 6 neT ToNbKO B BMAE Kanenb Ha3alb-
HbiX — Mo 1-2 KanauM B Kax[blh HOCOBOMW Xxoa 3—4 pasa
B CYTKMU.

MauuneHTam ¢ AP npu Tsenom 060CTPEHUN U/ NN HEID-
EeKTUBHOCTM NpenapaToB, UCNOMb3YyeEMbIX Ha 3-M CTyneHu
Tepanuu (aHTUrMCTaMMUHHbIE CPeAcTBa CUCTEMHOrO aew-
ctBuA, AJITP, KOPTUKOCTEPOUIbI HA3albHOI0O NPUMEHEHUS),
peKoMeHAyeTC pPacCMOTPETb BO3MOXHOCTb Ha3Ha4YeHus
rMIOKOKOPTMKOMAOB (CUCTEMHOrO AEWCTBMSA, nepopasnbHbiX)
KOPOTKMM KYPCOM C LeNbl0 YMEHbLEHUS BblpaXKEHHOCTU
Bcex cumntomoB AP [2, 4, 6, 7]. YpoBeHb y6e4uTeibHOCTH
peKomeHaauuin — C (ypoBeHb AOCTOBEPHOCTU JOKa3a-
TenbcTB — 5).

lMpoBefeHMEe KOPOTKOrO Kypca [IIOKOKOPTUKOMAOB
(CMCTEMHOTO AENCTBUSA) NpeanaraeTcs Kak Tepanus Yyetsep-
TOW JIMHWUM UAKN NeYEeHUe TAKEeNoro 060CTpeHus. YynTbiBas
6onbWwon nepevyeHb HA U orpaHMyeHU K UCMoSib30BaHUIO
rNIOKOKOPTUKOMAOB (CMCTEMHOIO [AENCTBUSA), KenaTenbHo
OrpaHMYnUTLCSH KOPOTKUM KypCcOM Tepanuun. HTpaHasanbHble
WHBEKLMN PACTBOPOB MIOKOKOPTUKOUAO0B (CUCTEMHOIO AEW-
CTBMS) U AENOHMPOBAHHbLIX MpenapaToB Mnpu nedveHun AP
HeJoNnyCTUMbI, TaK KakK MOTrYT NPUBECTU K TAXENbIM OCNOX-
HEHWUSM (cienoTe u ap.).

MpeaHn3onoH

[lo3a “ NpPOAOKMTENBHOCTb SIeYEHNs yCTaHaBAMBaAIOT-
Csl Bpa4yoM MHAMBMAYyaNbHO B 3aBMCMMOCTM OT MOKa3aHui
W TAXecTn 3aboneBaHus. MpoTMBONOKasaH geTam 4o 3 net
B TabsieTKax.

MeTtunnpeaHN30/10H

[lo3a “ NPOAOKMTENBHOCTb JSIeYEHNS yCTaHaBAMBaAIOT-
Csl Bpa4yoM MHAMBMAYyaNbHO B 3aBMCMMOCTM OT MOKa3aHui
N TSXKEeCTM 3aboneBaHums.
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CLINICAL RECOMMENDATIONS

KJIMHUYECKUE PEKOMEHAALUUU

AdeKkcameTtasoH

[lo3a U NPOAO/IKMTENBHOCTb JIEYEHUS yCTaHaBMBAIOT-
CSl BPaYoM MHAMBMAYaSbHO B 3aBMCMMOCTM OT MOKa3aHwui
U TAXEeCTH 3aboneBaHus.

He pekomeHayeTcs nauneHTam ¢ AP HadHayaTb geno-
HUPOBaHHbIE GOPMbI MIOKOKOPTUKOMAOB (CUCTEMHOIO AEN-
CTBMSI) C YYETOM HaNM4ms y HUX BblpaxeHHbIx HA [2, 4, 6,
7, 82]. YpoBeHb y6eauTeNbHOCTU peKomeHaauum — C
(ypoBeHb [JOCTOBEpPHOCTU [JOKa3aTenbCTB — 5).
Mcrnonb3oBaHue OEnOHUPOBAHHbIX GOPM TIOKOKOPTUKO-
MOOB (CMCTEMHOro aenctBus) npu AP MOXKeT npuBOAWTb
K 6bICTPOMY pa3BuTMio HA, B TOM Yucie BTOPUYHOM HaAMNo-
4YE4YHWKOBOM HEAOCTATOYHOCTH.

MauymeHTam ¢ TSXKEeNbIM MEPCUCTUPYIOLMM TEYEHWEM
AP u/vnn TsenbiMm 060CTPEHUEM M MpPU HEIDDEKTUBHO-
CTV npenapaTtoB, MCMNOJIb3yeMbIX Ha 3-W CTyneHu Tepanuu
(@aHTUrMCTaMUHHBbIE CpeacTBa cuctemHoro aenctaus, AJTTP,
KOPTMKOCTEPOMAbI Ha3anbHOro MPUMEHEHWS), PEKOMEHAY-
eTCcsl paccMOTpeTb BOMPOC O Ha3HayeHun omanudymaba
C LIe/Ibl0 YMEHbLUIEHUS BbIPAXXEHHOCTU BCeX cMMnToMoB AP
W YMEHbLLEHUS NOTPEBGHOCTH B NpenapaTax cumntomaTmye-
CKow Tepanuu [7, 54-57, 131, 132]. YpoBeHb yoeauUTenb-
HOCTU peKomeHaauun — A (YypoBeHb JOCTOBEPHOCTH
AOKa3aTenbcTB — 1).

Omanndymab addeKTUBHO MCNONb3YEeTCs B Tepanuu
TAXKenon atonuyeckon BA, HO pe3ynbTaTbl HECKOMbKMX
ABOMHbIX cnenbix nnaue6o-KOHTPONIUPYEMbIX KiMHUYE-
CKMX MCCNneaoBaHWM MpuM MCNoONb30BaHUMM OManM3yma-
6a anga nedvenms AP npoAeMOHCTPMPOBasM €ro BbiCOKYIO
3O PEKTUBHOCTb B OTHOLIEHUN YMEHbLIEHUS BbIPaXEHHO-
CTM BCEX CUMNTOMOB AP 1 CHUXEHUSA NoTpebHOCTM B Npena-
paTax CMMNTOMaTUYeCKOMN Tepanun. HasHavyeHne omanmnay-
Maba npu AP BO3MOXHO A1 nauneHToB 12 neTt u ctapue,
npeanaraeTcs Kak Tepanus 4eTBepTOW JIMHUKM MPU Heao-
CTaTO4YHON 3PPEKTUBHOCTM NpefWecTBYOLEN Tepanuu.
OnuTenbHOCTb Tepanuu onpegenserca B 3aBUCHMOCTH
oT dopMmbl 3aboneBaHunsA. B npoToKonax npoBeAEeHHbIX
paHee 11 paHOOMW3UPOBAHHbBIX KIMHUYECKUX MccneaoBa-
HUWM M nccnegoBaHua dasbl |l NpogonKUTENBHOCTL BBE-
[eHus npenapaTa cocTaBnsna He meHee 3 mec [7, 54, 55,
131, 132]. B HegaBHEM OrpaHMYEHHOM OTKPbITOM Habto-
JaTeNlbHOM HeCpaBHWUTENIbHOM MPOCMNEKTUBHOM WCCNeao-
BaHWW MNPUMEHEHUS OManM3ymatba y NaLMeHTOB C TXKENbIM
060CcTpeHneM ce30HHOro AP, BbI3BaHHOIO MblbLOW 6epe-
3bl, 6bII0O MOKa3aHo, 4TO peanu3auus adpdeKTa omanu-
3ymaba MpoucxoauT B TevyeHne 3—7 AHEeWn; Npu KOPOTKOMU
NPOAOIKUTENBHOCTU ce30Ha (1 Mec) BO3MOXHO [AOCTWYb
MOJIHOIO KOHTPO/IA HaJ CMMNTOMaMKM NpPU HEGONbLLOKW KpaT-
HOCTM MHbeKuMn (1-2). YunTbiBag MExXaHU3M [AEeNCTBUS,
omanusymab cnegyeT BBOAWUTb MO KpanHen Mepe 3a Hefje-
JI10 A0 0XMAAEMOro ce30Ha MbleHUA MPUYUHHO-3HAYUMbIX
pacTeEHWN y NALUMEHTOB C TaXenbiMm TeyeHneM AP (cornac-
HO aHaMHECTMYECKMM [AaHHbIM O MpeablaylWunx ce3oHax),
KoTopble He NpoBenu cBoeBpemMeHHO ACUT, 1 npoaomkaTtb
NeYyeHne 40 OKOHYaHMSA ce30Ha MblIeHNS MPUYMHHO-3HAYK-
MbIX annepreHoB [56].

Omannsymab

[na B3poCnbIX M NOAPOCTKOB cTaplie 12 net B BUae noja-
KOXHbIX MHBbEKUMK 1 pa3 B 2 uan 4 Hed. [Jo3a npenapaTa
(ot 75 po 600 mr) gonxkHa noabupaTbCs B COOTBETCTBMM
¢ Tabnuuen go3npoBaHna omanusymaba.

9NMMHUHALUOHHbIE MEepOonpUATUSA

ANUMUHALNA, WAW  yaaneHue, MNPUYUHHO-3HAYUMBbIX
annepreHoB OTHOCKTCA K 3TMOMNATOreHeTMYEeCKUM MeToam
nevyeHus anneprun. B GOMbLIMHCTBE C/y4aeB MOJHOCTbIO
UCKJIIOYUTb KOHTAKT C anjiepreHoM HeBO3MOXHO.

Bcem nauueHtam ¢ AP pekomeHAOBaHO npoBeaeHue
3IMMUHAUMOHHBIX MEPONPUATUIA B OTHOWEHUU MPUYUHHO-
3HaYMMbIX aNNepPreHoB C LeNblo YMEHbLUEHUS BbIPaXKEHHOCTH
CMMNTOMOB AP U CHUXeHUS dapMaKoIOrM4eCKon HarpysKku
[1-7, 133, 134]. YpoBeHb y6eauTeNnbHOCTU PeKoMeHAa-
uMii — A (ypoBeHb OCTOBEPHOCTU l0Ka3aTenbcTB — 1).
[axke yacTn4yHOe BbINOAHEHME MEP, ANMMUHUPYIOLLMX annep-
reH, obneryaeT TedeHMe 3aboneBaHMs, YMEHbLUAET NoTpeob-
HOCTb B KOMMYECTBE NOTpebnseMblX NeKapcTB, B TOM yucne
n cunbHogencTeyowmx. Ocoboe BHMUMaHME peKoMeHAyeTcs
yAeNsTb 39TUM MEPONPUATUSAM, KOrAa CyLEeCcTBYIOT cepbes-
Hble OrpaHuyYeHus ans npuemMa MHorux dapmakonoruye-
CKMX NpenapaToB (6epeMeHHOCTb, PpaHHWUI BO3PacT, Hannyune
COMyTCTBYIOLEN NATONOMMM) U MPU HANUYUK CEHCUOUNAN3aLMNK
K anuaepMasbHbiM annepreHam [7, 133, 134].

NMoM1UMO 06LENIBECTHLIX ANMMUHALMOHHBIX MEPONpPUS-
TUI (MCNONb30BaHKe cneLmanbHbix GUILTPOB, exXeaHEBHas
BNa)kHas ybopKa, MCKIIYEHWE KOHTaKTa C AOMallHUMM
XMBOTHbIMUK, Nepees Ha Bpems LBeTeHUs NPUYNHHO-3Ha-
YUMbIX PaCTEHUN B APYryl0 KAMMaTUYECKYI0 30HY W T.4.),
onpeaeneHHoe 3HavyeHne MMeeT NPUMEHEHNE UPPUTaLMOH-
HbIX Npoueayp ¢ npenapaTaMu ANs YBAAXKHEHMS, OYULLEHMS
M 3alnTbl CIM3UCTON 0BONOYKM HOCA — M30TOHUYECKUMMU
CONEeBbIMU pacTBOpPaMu.

Bcem nauneHtam c AP pekomeHayeTcs ucnonb3oBaHue
npenapaToB AN19 YBAAXXHEHUS, OYMLLEHNS U 3aLLUTBI CIU3K-
CTOM 060/N0YKM HOCA — M3OTOHMYECKMX COJMIEBbLIX PACTBO-
poOB — C Llenblo NpeaoTBpalLeHnss KOHTaKTa aspoannepre-
HOB CO C/IM3UCTOM 06OSIOYKOM MONOCTU HOCA U CHUXKEHMS
papmaKkonornyeckon Harpysku [7, 135-138]. YpoBeHb
y6eauTeNbHOCTU peKoMmeHaauun — A (ypoBeHb AOCTO-
BEPHOCTU AOKa3aTtenbCcTB — 1).

MMpUMeHeHNe M30TOHMYECKOro CONIEBOr0 pacTBopa,
B TOM 4YMCne npenapartoB Ha OCHOBE MOPCKOM BOAbl, CMO-
COBCTBYET Pa3KUKEHUIO BASKON CAU3U, YNYHWEHUIO DYHK-
LMW MepLaTeNbHOro 3anuTeNuns, YMEeHbWEHMI0 3KCMOo3u-
LMW Ha NOBEPXHOCTWU CAM3UCTOM 060/I0YKM HOCA MblaEBbIX
4acTuL, annepreHoB 1 ranTeHOB, OKa3blBaeT yBNaXHSAOLLEe
nevcteue [7, 135-138].

Bcem nauneHtam ¢ AP npu npuUMeHEeHWU KOPTUKOCTe-
ponaoB (Ha3anbHbIX MpenapaTtoB) pPeKOMeHAyeTCs npoBe-
[JeHWe «Ha3anbHOro Aywa» C Lenblo yaaneHusa M36biTKa
oTAensemoro, npenatcTeyowero aGPeKTMUBHOMY KOHTaKTy
KOpTUKOCTEpPOMAA CO CAM3UCTOM 060SI0YKOM HOCca, U Mpo-
dUnaKTKM pas3BuTna HA (CyxoCTb CAM3UCTON OBGONOYKH,
HOCOBble KpoBoOTeuyeHus) [2]. YpoBeHb y6eauTeNbHOCTH
peKkomeHpauuin — C (ypoBeHb JOCTOBEPHOCTU flOKa3a-
TenbcTB — 5).

AnnepreH-cneynduyeckasa UMMyHoTepanus

ACUT — OCHOBHOW MeToA NaToreHeTU4YecKoro nevyeHus
cBsi3aHHbIX ¢ IgE-onocpeaoBaHHbIM MexaHU3MOM annep-
rMYecKUx 3aboneBaHWM, 3aKlYaloWMNCs BO BBELEHUU
B OpraHuM3M nauuveHTa BO3pacTalolux A03 ajjeprewHa,
OTBETCTBEHHOIO 3a K/MHUYECKMEe nposiBNeHus 3abone-
BaHug [44].

Bcem naumeHTam ¢ AP B nepuoa peMUCCUK, B TOM YUcse
MeANKaMeHTO3HON, PEKOMEHLOBaAHO PacCcMOTPETb BOMPOC
0 uenecoobpasHocTn npoBeaeHna ACUT ¢ Ucnonb30BaHK-
em npenapatoB rpynnbl «VO1AA 3KCTpaKTbl annepreHoB»
C LIeNbl0 YMEHbLIEHUS BbIPAXXEHHOCTU BCEX cMMNTOMOB AP
M CHWXKEHUS NoTpebGHOCTM B npenapatax cumnTomaTuye-
CKOW 1 6a3uncHon Tepanuu [2, 4, 6, 7, 31-38, 44, 139-148].
YpoBeHb y6eaAUTENIbHOCTU peKomMeHaauum — A (ypo-
BEHb JOCTOBEPHOCTU fOKa3aTenbCcTB — 1).

9ddekTnBHOCTE ACUT npu AP Bbiparkaetcsi B YMEHb-
WEeHUU MAM NOMHOM OTCYTCTBMM KMHMYECKUX CUMMTOMOB



npu ecTecTBEHHOW 3Kcnosuuuu annepreHa. llocne npo-

BeaeHnss ACUT oTmevatoTca yMeHblleHWE MNPOAOSIKUTENb-

HOCTM OBGOCTPEHUSA, CHUXKEHMEe NOTPebGHOCTU B MeauKa-

MeHTax Kak 6a3nCHON, TaK U CUMNTOMaTUYECKON Tepanuu.

MpoBeneHne ACUT nosBonser npeaynpeauTb TpaHcdop-

Maumio AP B BA, a TaKXe pacluMpeHue crekTpa annaepre-

HOB, K KOTOpbIM GOpMUpyeTCS MOBbIWEHHAA YyBCTBUTENb-

HOCTb nauuneHTa. ACUT penctByeT KaK Ha paHHIo, Tak

M Ha no3fHio daldy annepruyeckoro oTBeTa, MPUBOAWUT

K TOPMOXEHUIO HE TONbKO anfepreH-cneyndnyeckon peak-

LMK, HO M K YTHETEHUIO TKAHEBOW rMNEepPPeaKTUBHOCTH, MPO-

ABNSAIOWENCS NOBbIWEHWMEM YYBCTBUTENBHOCTU K MeanaTopy

anneprmm — ructamuny. Noa aencrtemem ACUT npoucxoaut

nogasneHne Murpaumm adbeKTopHbIX KNETOK B 30HY annep-
rMYECKOro BocnaseHus, BO3SHWKAET reHepauus perynupy-
owmnx T-TMMbOLMTOB, CNOCOGCTBYIOWMX MHAYKLUM UMMY-

HOJIOrMYECKOWM TONEPaHTHOCTH, KOTOpas xapakTtepuayetcs

nogasneHnem nponndepaTMBHOro U LMTOKMHOBOIO OTBETa

B OTHOLEHUN NPUYUHHO-3HAYMMBIX annepreHos (CM. MeTo-

OnYecKrMe pexkomeHaauuun no nposeaeHuto ACUT) [31-38,

44,139-150].

CylecTBYIOT MOAKOMKHbIA W CYGAMHIBaNbHbIN METOAbI
ACUT.

OcHoBHble neyebHble GOpMbl annepreHoB, 3aperncTpu-
poBaHHble Ha TeppuTopuK Poccuiickon Peaepaumnm:
® BOAHO-COJNIEBbIE IKCTPAKThbl annepreHoB nbliblbl gepe-

BbEB, 3/1aKOBbIX TPaB, COPHbIX TpaB, AOMaLWHEN Mblau,

Knewen poga Dermatophagoides ona nogKkoxHon ACHUT;
° anneprounbl, Nofy4YeHHble NyTEM NOANMMEPU3aALIUM annep-

reHa dopManbaerngom unm kapbamenmpoBaHmem;

® annepreHbl NblblLbl JEPEBLEB, 31aK0B, KNewen Jomall-
HeW Nbln, agcopbupoBaHHble Ha cycneH3nn docdata
KanbUMs MW TMAPOOKUCK allOMUHUSA, ANS MOLKOXKHOM
ACUAT;

° annepreHbl Nbinblbl 6epesbl, 31aKoBbIX Tpas, am6po-
31U, KNelWen AOoMalHen nNblin Ana CybGsMHrBasbHOro
nPUMEHeHHUs.

MpoToKkonbl/cxeMbl ACUT He aBASIOTCA YHUMBEPCaslbHbI-
MW — OHMW YHUKanbHbl AN Ka)KAOro MeToja M npenaparta.
Pasnunuuns B cxemax 06ycnoBAEHbl Pa3InYnaIMmn B XMMUYECKUX
M TepaneBTUMYECKMX CBOMCTBax npenaparta. Kak npaswno,
npoToKon npoBeaeHns ACUT BktovaeT B cebs [Ba aTana:

e 1-i aTan — aTtan AOCTUXEHUS MaKCMMallbHOW Teparnes-
TUYECKOM A03bl (HapalwKnBaHUs);

e 2-i atan — 3Tan noaaepxuBatoullen Tepanun (basza
OCHOBHOW Tepanuu).

MMPOTOKONbI HEKOTOPbLIX COBPEMEHHbBIX Ne4ebHbIX annep-
reHoB He npegycMmatpuBaloT dasdy HapalmBaHus [LO3bl,
fle4yeHne HayuHaeTcs cpaldy ¢ NoAAepKMBaloWen A03bl
annepreHa [44].

B 3aBucMMOCTM OT AnuTenbHOCTM npoTtokona ACUT
MOXeT 6blTb NPeLCEe30HHON, NPeACE30HHO-CE30HHOM U KPY-
rOroAnUYHON.

OueHKY HanuMyns nokasaHMM W MNPOTUBOMOKAa3aHWM
K ACUT, BbliGOp nevyebHOro annepreHa, HasHavyeHne ACUT
NPOBOAMUT Bpay anneprosor-MMMyHONIOF B COOTBETCTBUM
C MWHCTPYKUMER K BbiGpaHHOMY neyebGHOMY annepreHy
N METOAMYECKMMU peKoMeHaumamu no nposegeHunio ACUT
[2, 44]. Ans oueHKn 3ddEKTUBHOCTM ONpeaensoT Bbipa-
KEHHOCTb CMMMTOMOB M MOTPEOGHOCTb B MeauKameHTax
Ha MCXOAHOM 3Tane obpalleHus n nocne nposeaexHns ACUT
¢ nomouwblo LLUKanbl OLEHKN Ha3anbHbIX CUMATOMOB PUHKUTA
C y4eToM NoTpebHOCTM B MenkaMeHTax (bopma 3) [151].

Xupypruyeckoe neyeHue
Xupypruyeckoe BMewaTenbcTBo npu AP npoBoaat
npu HanMyuMuM y nauuveHTa COMyTCTBYKOWEN MaToNOrmu.

lMoKa3aHWe K XMpypruieckomy BMelwaTteNbCTBY Y NauMeH-
T0B ¢ AP c HazanbHOM OOGCTpPyKUMEN onpenenser oTopu-
HOMTAPUHIONOr Ha OCHOBAHWW PEe3yNbTaToB KAMHWMYECKOro
(B TOM 4ucne 3HZOCKONMYECKOro) obcnefoBaHns NonocTu
HOCa M HOCOTIOTKM U PEHTIEHON0rM4EeCKOro o6cnesoBaHuns
nauuexTa [2, 4, 7, 152, 153].

PeweHne 0 HEOBGXOAMMOCTU XMPYPruyecKoro BMmelwa-
TenbCTBa, nNpegonepaunMoHHON NOArOTOBKE M nocneonepa-
LLMOHHOM BeAEHUU MPUHUMAET BpPay-OTOPUHONAPUHIONOT
Ha OCHOBaHWW KIMHUYECKUX PEKOMEHAauUWh no BedeHUIo
CcooTBeTCTBYOWEro 3a6oneBaHns,/cocTosiHusA. He peKkomeH-
[LOBaHO MpPOBeAeHWE MNaHOBOIro XMPYPruyecKoro nevyeHus
B CE€30H NblINEeHUS NPUYNHHO-3HAYUMbIX aSIEPTEHOB.

MeToabl HETPAAULMOHHOW U aNbTEPHATUBHOM

MeAULUHbI

B cBS3M C OTCYTCTBMEM JOKa3aTe/bCTB MONOXKMUTENBbHOIO
KNIMHWYECKOro BAUSHUA Ha TeyeHune AP He peKkomeHpgyeTcs
NPUMEHEeHWe Takux MeToLOB, Kak romeonatus, dbutotepa-
nus, TMNHO3, TEXHUKKU penaKkcauuun, NpuMeHeHne MoOHN3aTo-
poB Bo3ayxa, dusuotepanusa [2, 4, 7].

MauneHTam ¢ AP pekoMeHayeTcs paccMoTpeTb BOMPOC
0 Lenecoobpa3HOCTM Ha3HaAYEeHUS MWIOyKanblBaHUS (aKy-
NYHKTYPbl) B KOMM/JEKCHOM Tepanuu € LeNblo YMEHbLUEeHUS
BblpaxeHHocTn cumntomoB AP [7, 154, 155]. YpoBeHb
y6eauTeNbHOCTU peKoMmeHaauun — A (YypoBeHb AOCTO-
BEpPHOCTH floKa3aTenbCcTB — 1). Cuctematmyeckuin 063op
M MeTaaHanuMa 13 paHAOMU3UPOBAHHbLIX KAMHUYECKUX
nccnenoBaHMin, BKAOYaoWmx 2365 nauMeHToB, B TOM YKUC-
ne 1265 4yenoBeK B rpynne akTMBHOMO fie4eHuUs, NPOAEMOH-
CTPMPOBAN CHUXEHME BbIPAXXEHHOCTU Ha3asbHbIX CUMMTO-
MOB W yAyylWeHUe KavyecTBa KMU3HM Ha GoHe faHHOro Bnaa
Tepanuu [7, 154, 155].

0OCOGEHHOCTH JIEYEHUSA alNIePru4ecKoro puHuTa

y Aeten

AP Hanbonee pacnpoCTpaHeH y AeTen LWKONbHOIo BO3-
pacTa. B geTcKoM npakTuKe npeanaraetcsa NpUaepKMBaTbCs
TeX e NoaxooB K neyveHuto AP, 4to ny B3pocnbix [2, 4, 7, 17,
35-37, 57, 97, 115, 125, 133, 156-159], oagHaKo npu ana-
FHOCTMKE M Tepanun Heo6XO0AMMO YyYuTbiBaTb OCOGEHHOCTH
$un31onorumn n aHaTtoMmmn JETCKOro Bo3pacra.

B Bbi6ope TepanuuM HEOOGXOAMMO PYKOBOACTBOBATLCS
npPUHUMNaMK 6€30MacCHOCTH, AENCTBYIOWMM 3aKoHO4aTEeNb-
CTBOM U YTBEPKAEHHBIMU MHCTPYKLMUAMU MO NPUMEHEHMIO.
OTaenbHoe BHMUMaHWe cneayeT yaensiTb NPOBEAEHMIO UMU-
HaLMOHHbBIX MEPONPUATUIA (MO MOKA3aHUAM — MPUMEHEHUIO
npenapaToB AN9 YBAAXKHEHUS, OYULLEHNS U 3aLLMUTbl CU3K-
CTOM 060/104KM HOCa — WM30TOHUYECKMUX CONEBBIX PACTBOPOB
unu GapbepHbIX CPEeACTB Ha OCHOBE MUKPOKpUCTaNImMye-
CKOM LLentof03bl — TOMUYECKUX COPOEHTOB), MUHUMUIUPYS
MeMKaMeHTo3Hoe Bo3aencTeue [137]. B cBA3KM C OTCYT-
CTBMEM KJIMHUYECKUX UCCNIeAOBaHWM Y AeTen MNaaLlWnX BO3-
pacTHbIX FPynn CYLWEeCTBYIOT OMNpeAeSieHHbIE OrpaHUYeHus
B Ha3Ha4YeHMU HEKOTOPbIX NpenapaToB.

AHTUrMCTaMHUHHbIE CPeACTBa CACTEMHOIO JeHCTBHUSI.
Y peten cumnToMbl AP MOryT OTpa3uTbCA Ha KOTHUTUBHOWM
dYyHKUMKM 1 yyebe B WKONE, KOTopble Nof BAUSHUEM aHTU-
TMCTaMUHHbIX CPEACTB CUCTEMHOIO 4ENCTBUSA C CefaTUBHbIM
adpdeKToM (MpenapaToB MEPBOro MOKONEHUS) MOTYT elle
6onee yxyawutbcsa. CnexkTp HA aaHHbIX NpenapaToB xapak-
TepU3yeTcs HeraTMBHbIM BAMSHUEM Ha KOTHUTUBHYIO cdepy:
BOCMNPUATME, BHMUMaHWe, o6pa3Hoe MbllneHue, NnamsaTb,
aHa/IMTUKO-CUHTETUYECKME MpPOLECChl, MCUXOMOTOPHYIO
4esATeNbHOCTb, BEPOATHOCTHOE MPOrHO3UPOBaHUE, MENKYIo
MOTOPUKY U1 B LIE/IOM Ha Ka4eCTBO M3HW. Kpome Toro, Takme
HA, Kak u3MeHeHue CTPYKTypbl CHa (yrHeTeHne REM-da3sbl
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CLINICAL RECOMMENDATIONS

KJIMHUYECKUE PEKOMEHAALUUU

dopma 3
LlIkana oueHKU Ha3aJibHbIX CAMNTOMOB C y4€TOM MNOTPEGHOCTU B MeuKameHTax [151]

HasBaHue Ha pycckoM s3biKe: LLIKana oeHKU Ha3aibHbIX CHMNTOMOB PUHUTA C y4€TOM NOTPEGHOCTU B MeAUKaMeHTax

OpuruHanbHoe Ha3BaHWe: Combined symptom and medication score (CSMS)

Tun (NOAYEPKHYTh):

° WKana oueHKun

°  UHAEKC

®  BOMPOCHWK

®  Jpyroe (YyTO4YHWTb):

HasHauyeHue: OLeHKa BbipaKE€HHOCTU CUMNTOMOB M NMOTPEGHOCTU B MeAUKaAMEHTaX, MOXKeT NPUMEHATbCHA Ha UCXOAHOM
aTane o6paweHua u ana oueHkn appeKkTuBHoctu ACUT

CopeprxaHue (lwabnoH):

YKaxXuTe BbipaKE€HHOCTb CUMNTOMOB No 3-6aNNbHON WKane, rae 0 — cUMNTOMbI OTCYTCTBYIOT, 1 — JierKue CUMNTOMBbI,
2 — cUMNTOMbI CpeHeN CUJibl, 3 — BbipaXeHHble NPOABAEHUS.

Ne [AeHb Tepanuu / parta
CumMnToMbl
n/n 1| 2|3 |4 |5 |6 | 7| 8|9 |10|11|12]| 13| 14
1. YuxaHune
2. BoasiHucTble BblAeNneHns U3 Hoca
3. 3anoXeHHOCTb Hoca
4. 3ya B NOIOCTH HOCa
CyMMmapHbIi 6ann Ha3anbHbIX
CUMNTOMOB*

* [lanee Bpa4y paccyMTbiBaEeT CpeHMI CyMMapHbIv 6ani Ha3anbHbIX CAMATOMOB 3a nocnegHue 7 gHen (total nasal symptom score;
TNSS). MuHumanbHoe gonyctumoe 3HavyeHme TNSS — O 6ann1oB — 03HayaeT NoJIHOe OTCYTCTBME CUMNTOMOB, MaKCUManbHOe JOMYyCTHU-
Moe 3Ha4yeHne TNSS — 12 6annos.

YKayuTe Bce MeuKaMeHTbl, KOTOpbie Bbl NPUHUMANU

Ne [eHb Tepanuu / gata
MeauMKaMeHTbl
n/n 1 2 3 4 5 6 7 8 9 10 | 11 | 12 | 13 | 14
AHTUTMCTAMUHHbIE CPEACTBaA
1. MECTHOIO UK CUCTEMHOIO
nencTeus

KopTrkocTepouabl (MeCTHOrO,
Ha3aNbHOro NPUMEHEeHUs —

2.
WHTpaHa3asbHble
ITIOKOKOPTUKOCTEPOUbI)
3 KopTukocTtepouabl
’ (cMCTeMHOro aencTeus)
a [MIOKOKOPTUKOCTEPOUIbI

(cuctemHoro gencrTems)

MoTpe6HOCTb B MeanKameHTax
B 6annax**

** [lanee Bpa4y paccyuTbiBaeT CpefHWUM CymMMapHbli 6ann noTpebHOCTM B MeAuMKameHTax 3a nocnefgHve 7 gHen (medical
score; MS). Mpu 3TOM MCMOIb30BaHUE TONIbKO @aHTUIMCTAaMUHHbIX CPEACTB MECTHOIO WM CUCTEMHOMO MPUMEHEHUS pacleHuBaeTcs
Kak 1 6ann, noTpebHOCTb B KOPTUKOCTEPOUAAX MECTHOIO NPUMEHEHMS (MHTPaHa3asbHbIX) paclieHMBaeTcs Kak 2 6anna, a noTpe6bHOCTb
B MMIOKOKOPTUKOMAAX (CUCTEMHOIO AeWCTBUS) — KaK 3 6anna. bannbl He CyMMUPYIOTCS, BbICTaBASETCA MaKCMMalbHbli 6ann. Takum
06pa3oM, MUHMManbHOE JoMycTUMOoe 3HavyeHne MS paBHO O 1 03Ha4YaeT OTCYTCTBME NMOTPEGHOCTU B MeAWKaMeHTax, @ MaKCMMalbHO
fonycTumoe 3HavyeHne MS paBHO 3 U 03Ha4YaeT NOTPE6GHOCTb B MeAWKaMeHTax TPeTben TMHUN.

Kniou (nHTepnpeTauus): [lanee Bpa4 paccUuTbiBaeT CKOPPEKTUPOBaHHbIW 6ann Ha3albHbIX CHMNTOMOB C Y4€TOM NOTPe6-
HOCTU B MejuKaMeHTax 3a nocnegHue 7 gHei: TNSS + MS (MMHumMmanbHoe gonycTtumoe 3Ha4yeHue paBHo 0 6annoB M 03Ha4YaeT
OTCYTCTBME CUMNTOMOB U NOTPEGHOCTU B MeAUKaMeHTax, MakcMMaJibHoe onycTUMoe 3Ha4eHue paBHo 15 6annam u o3Ha4a-
€T MaKCUMaJibHYI0 BbIPpaXK€HHOCTb CUMNTOMOB PUHUTA, HECMOTPA Ha NPUMEHEHNE MEJUKAMEHTOB TPeTbeW IMHUK):

TNSS + MS =[] 6annos

MNosicHeHua: MauUeHT 3anoiHAeT AaHHbIA JHEBHUK B Nepuoj 060cTpeHUust (ce30HHOe 060CTPEeHUe U/WUan nepmos aKTUBHO-
0 KOHTaKTa C NPUYMHHO-3HAYUMbIM anjiepreHom) Npu NepBUYHOM 0GOCTPEHUHU U B CNIEAYIOLLUI Ce30H UK Yyepes 6-12 mec
nocne nposeaeHusa ACUT. Mo guHaMuKe napameTpoB UCXOAHbIX U nocne ACUT npuHumaertca peweHne 06 3pPeKTUBHOCTHU
Tepanum, He06X04UMOCTU NOBTOPHbIX KYPCOB WJIM BO3MOXXHOCTU 3aBepLUEeHUS Tepanuu.




CHa), pa3BnTME OBGCTPYKTMBHOIO anHod BO CHE M AHEBHas
COHNMBOCTb, TaKXe MOTyT MPUBECTU K CHUKEHMIO CNOCO6-
HOCTMU K 0BYYEeHMI0, Pa3BUTUIO COoLMaNbHOM ae3ajanTaunu,
HapYyLLIEHMIO KOTHUTUBHOIO pa3BuTng [93—-94].
0OCo06€eHHOCTM peructpaumm npenapaTtoB 06ycn0BUAN
orpaHuyeHne AOCTYMHbIX ANA NPUMEHEHUS B nejuaTpu-
YECKOM MpaKTUKe aHTUIMCTaMUHHbIX CPEACTB CUCTEMHOIO
[ENCTBUA NocnegHero NoKoneHus. Tak, LEeTUPU3WH, Aes-
nopaTajuH paspelleHbl ¢ Bo3pacTa 6 Mec, nopatagnH —
C 2 nert, Torga Kak aHTUrMcTaMuHHblE CpeaCcTBa CUCTEMHOIO
OencTBus (NepBOro NoKoJIeHUs) paspelleHsl ¢ 1 mec — x0-
poNUpPamuH, AuMeTuHAEH. Mpu BbIGOpPE aHTUIMCTAMUHHOIO
cpeacTBa CUCTEMHOIO AENCTBUSA ceayeT pyKOBOACTBOBATh-
Cs AENCTBYIOWMM 3aKOHOAATENbCTBOM U YTBEPIKAEHHbIMU
WMHCTPYKLUMAMMU MO NPUMEHEHMIO; NMPU JOCTUKEHUMN NaLMEH-
TOM COOTBETCTBYIOLLErO BO3pacTa — OTAaBaTb npeanoyte-
HWE aHTUIMCTaMWHHBIM CPEeACTBaM CUCTEMHOIO AEeMCTBMSA
(HecemaTMBHbIM, BTOPOro noKkonenus) [2, 93-94, 157-159].

KpomornuymeBass KUc0Ta NUMEET XOPOLLMKA Npoduib
6e3o0nacHOCTH, adpdeKTUBHA Npu Takux cumntomax AP,
KakK 3y B HOCY, YUXaHWe 1 PUHOpES, O4HAKO UCMOSIb30BaHKe
[aHHOro npenapara orpaHnYyeHo He06X0ANMMOCTbLIO BbICOKOM
KpaTHOCTU NpUMeHeHUs, 6onee HU3KON 3DDEKTUBHOCTbIO
MO CPaBHEHWIO C MHTPaHa3alibHbIMM KOPTUKOCTEpPOMAAMMU
M oTCyTCTBMEM 3D dEKTA B OTHOLIEHUN 3aN0KEHHOCTU HOCA
[2,7,158-160].

KopTukoctepounabl (MecTHoro, HasajJbHOro npume-
HeHusi — UHIKC) aBnatotca apdeKTUBHbIMU cpeacTBaMu
neveHuns AP. MpumeHenne UHIKC y geten ¢ AP nossonser
He TOMbKO CHW3UTb BblPaXEHHOCTb Hal3anbHOM O6CTPYK-
UMK U OPYrMX CUMNTOMOB PUHUTE, HO U YMEHbWMWTb CTe-
NeHb BbIPaXXEHHOCTU runeptTpobdum ajeHouAaHblX BereTa-
LMK, a cnegoBaTenbHO, U HEOBXOAMMOCTb B XMPYPru4eCKOM
nieYyeHuu.

Kom6uHupoBaHHble npenapaTtbl (WHTpaHa3a/ibHbie
aHTuructammHHbole u MHFKC) coveTatoT gencrteme o6omx
KflaccoB npenapaTtoB — 6bICTPOE HaYvano AENCTBUSA U Bbipa-
YEHHbIN NPOTUBOBOCMNANNUTENbHbIN 3DDEKT.

MHOro4yncneHHble wuccnegoBaHusa, MNpPoOBOAMBLIMECS
y AeTen, NoKasanu, YTo NpumMeHeHne coBpeMeHHbIx MHITKC
B TepaneBTUYECKMUX O3aX HE BAMSIET HA POCT U rMnoTanamo-
rmnodun3apHoO-HagNo4YEeYHNKOBYIO CUCTEMY. TeM He MeHee,
KOPTUKOCTEPOUAbI AN MECTHOro (HasafllbHOro) MpuUMeHe-
HUS cnefyeT Ha3dHavyaTb B MUHUMAasbHbIX TepaneBTUYECKMX
CYTOYHbIX A0O3aX, NPU AAUTENbHOM NPUMEHEHUU — KOHTPO-
nupoBaTb pocT pebeHKa. be3sonacHocTb MHITKC 1 BepoaT-
HOCTb pa3BuTMa HA onpepensaoTcs MX CUCTEMHOM GUOLO-
CTYMHOCTbIO U YPOBHEM WMHaAKTUBALMW KOPTUKOCTEPOMOB
npu NEPBUYHOM MPOXOXKAEHUN Yepe3 neyeHb. Ha TeppuTo-
pun Poccuinckon degepaumn 3aperucTpupoBaHbl U paspe-
LWEeHbl K MPUMEHEHMIO B NeAnaTpUYEeCKOn NpaKkTUKe ciegyto-
wme MHIKC: dnyTnkasoHa ¢dypoaTt M MOMETa30H (MPUMEHSIOT
y neten ¢ 2 net), GayTMKasoH (bnyTMKa3oHa MponuoHar,
npuMeHstoT ¢ 4 net), 6ekniomeTa3oH u 6yaecoHus (c 6 ner).
Cpean coBpemeHHbix MHITKC Hanbonee HU3KOM CUCTEMHOM
6uoaocTynHocTbio (0T 0,1 o 1-2%) xapakTepuaytotcs day-
TUKa30Ha pypoaTt, MOMeTa30H U GpyTUKaA30H (PpyTMKa3oHa
nponuoHat). Cnegyet Mcnonb3oBaTb MUHUMaAbHO AOCTa-
TOYHble [03bl, OrpaHu4nMTb npumeHeHne WMHIKC ¢ BbicO-
KOW OMOOOCTYMHOCTbIO, TaKMXx Kak 6yaecoHua (30-40%)
n 6eknometas3oH (40-50%) [161, 162]. MNpu Ha3HaYeHUu
Tepanuu Heo6Xo4MMO Y4UTbIBaTb BbICOKYIO CUCTEMHYIO BMO-
[OCTYNHOCTb IeKcameTa3oHa (6onee 80%), KOTOPbLIA BXOAUT
B COCTaB MHOMMX KOMGMHUPOBAHHLIX MpenapaToB MECTHOIro
OENCTBMSA, 4acTo MPUMEHSOWMXCA AN JIEYEHUs OCTPbIX
N XPOHUYECKUX BOCMannTebHbiX 3a60eBaHU HOCOMOTKM
[2,4,7,97,156-162].

AJITP. B petckon npakTuke AP MoOXeT nposiBASTbCSH
B CTPYKTYpe anjepruiyeckon MyabTUMOPOWUAHOCTH, npen-
wecTtBoBaTb uau conytcteoBatb BA [164]. Y peTen ¢ AP,
cTpagatowmx bBA, HasHauyeHne AJITP no3sonsger mzbexaTb
nofMnparmMasuun, a TakXe MOXeT MMeTb cTepouacbepera-
ownn apdeKT. MoHTenykacT B J03€e 4 MI pa3pelleH K npu-
MEHEHMI0 y aeTen ¢ 2 neT, B o3e 5 mr — ¢ 6 net [2, 4, 7,
125, 158-159].

ACHT, cornacHo oduuManbHbIM UHCTPYKUMAM K JleKap-
CTBEHHbIM MpenapatamM, MOXHO MPOBOAWUTbL Yy [AeTen cTap-
we 5 net. MposeaeHne ACUT y pgeten ¢ AP nossonsiet
npenoTBpaTtuTb TpaHchopmauuio AP B BA 1 paclwmpeHune
CMeKTpa MNPUYMHHO-3HA4YMMbIX annepreHoB [2, 4, 35-37,
44, 158-159]. Hannume ne4vyebHbIX annepreHoB Ansa npo-
BeaeHusa cybnuHreanoHon ACUT cyllecTBEHHO paclupsieT
BO3MOXHOCTM 3TOr0 MeToAa B neauMaTpuyecKon npakTuke
(BbICOKMIM ypOBEHb 6€30MacHOCTHU, OTCYTCTBUE HEOBXOANUMO-
CTW Aenatb UHbEKLWUKU, OTCYTCTBME HEOBXOAMMOCTMU HacCTbIX
BM3UTOB K Bpayy). Mpn HadHavyeHUn getam cy6nHrBaaibHON
ACUT poautensm / 3aKOHHbIM MNpeacTaBUTENsIM HEeobXo-
AMMO Pas3bsACHWUTb BaXHOCTb TLWATENbHOro co6AAEHUS
Ha3Ha4YeHWI Bpaya, CXeMbl SIe4eHUs, nNpeaynpeanMB cutya-
LMW YMbILWIEHHOrO/HEYMbILLIEHHOrO HapyLIEHNST PEKOMEH-
Jaumm n 6€CKOHTPOTbHOIO IEYEHMS.

0OCO06GEeHHOCTH NIe4eHUS a/lJlIepru4ecKoro

puUHUTa y 6epeMeHHbIX U B Nepuoj rpyaHoro

BCKapM/IMBaHUA

Mpu anarHoctuke AP y 6epeMeHHbIX HEOOXOAUMO Y4u-
TbiBaTb BO3MO}HOCTb Ha/IM4yMsl TAKOrO PacnpoCTPaHEHHOro
COCTOSIHUS, KaK PUHUT 6epeMeHHbIX, 06YyCNOBIEHHOIO GDU3MO-
NIOTMYECKMMMU U3MEHEHUSIMU BO BPEMS rectaluun (noBblle-
HMEM YPOBHS 3CTPOreHOB M NaLLEHTAaPHOIr0 rOPMOHa poCTa).
PUHUT 6epeMeHHbIX — 3TO 3aN0XEHHOCTb HOCa, BO3HMKal0-
as BO BpeMs 6EpEMEHHOCTH, HE COMPOBOXAatoLasncs Npum-
3HaKamMW pecnmMpaTopHOM MHDEKLIMK UM anneprum U nosiHo-
CTblO Mpoxoasiuas B TedeHne 2 Hef nocne poaos [163, 164].
BbifiBNeHne ceHcnbununsaumum K onpeaenieHHbIM pecnmpartop-
HbIM annepreHam 6yaet B nonb3y AP. KoxkHoe TecTupoBaHue
BO Bpemsi 6epeMEHHOCTU M NaKTauun He NPOBOAMUTCS M3-3a
CYLLECTBYIOLWEro, MNYyCTb U MWUHWMANbHOIO, PUCKA Pa3BUTUS
aHadunakeun. na anneproo6cenenoBanusa B nepuos 6epe-
MEHHOCTM M KOPMJIEHWS MPOBOAMTCS UCCefoBaHMe YPOBHS
cneunduryeckmx IgE B CbiIBOPOTKE KpoBHM [165].

Mpu neyeHnn AP y 6epeMeHHbIX ¥ KOPMSALWMX Tpyabto
npeanoyTeHne oTaaeTcs 3MMWUHALMOHHBIM MEPONpPUATH-
M, BKJIlOYaa MPPUraLMoHHyto Tepanuio [2, 4, 7, 163-167].
Mpn HepocTaTo4HOM ODDEKTUBHOCTU SANUMUHALIMOHHbBIX
noaxoaos GapmaKoorMyeckoe fedeHne Ha3HayaloT ¢ yye-
TOM MOTEHLMa/NbHbIX PUCKOB ANs TeYeHUs 6epeMEHHOCTH,
340pOBbs MaTepu 1 6yaywero pebeHka [2, 4, 7, 163-167].

o aT4ecKnm coobparkeHnsam y 6epeMeHHbIX He NPOBO-
AMNOCb KOHTPOJSIMPYEMbIX UCCNeAOoBaHWMI ANs NpenapaTtos,
ncnonb3yembix npu AP. COOTBETCTBEHHO, AN1A 3TUX Npe-
napaToB He CyLEeCTBYET AaHHbIX, MPOAEMOHCTPUPOBABLLMX
OTCYTCTBME pUCKa AN151 BHYTPUYTPOBHOro pebeHKa B Nto6om
TpumecTpe 6epemMeHHOCTH (KaTeropusa A no Knaccudbukauum
pUCKa TOKCMYECKOrO BIUSHUS Ha BHYTPUYTPOGHOIO pebeH-
Ka YnpaB/ieHWs MO KOHTPOMO KayecTBa MULLEBbIX MPOAYK-
T0B 1 MeankameHToB CLIA (Food and Drug Administration;
FDA)). HeKkoTopble MeMKaMeHTbl, UCMONb3yeEMble A5 fieye-
Hus AP, oTHOCATCS K rpynne B (oTcyTCTBME pUCKa B UcCneno-
BaHUAX Y 6EPEMEHHbIX XMBOTHbIX, HANIMYNE AAHHbIX CUCTE-
MaTUyecKnMx 0630pOB UCCNEeA0BaHUM «Cly4anh — KOHTPOJIb»
06 UCMONb30BaHUU Yy B6EPEMEHHBIX EHLWH) U HEe UMeIoT
[OKa3aTeNbCTB PUCKa AN YenoBeKa: nopaTtajunH, LeTupu-
3KH, 6ygecoHna [2, 4, 7, 163-170].
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BonblMHCTBO NpenapaTtoB, NPUMeHseMbIx Npu AP, OTHO-
catcs K rpynne C (cywecTByeT WaHC Bpeda ANS BHYTPU-
yTpo6HOro pebeHKka, HO MOTeHUManbHas Mnosb3a MOXET
nepeBeCHUTb NOTEHLMANbHbIW PUCK).

HexenaTenbHO Ha3HavyeHWE NeKapCTBEHHbIX CPEACTB
B | TpumecTpe OGepemMeHHOCTU (B nepuon 3MOpUOreHe-
3a), Kpome cliy4aeB, 00YCNOB/IEHHbIX XW3HEHHON Heo6-
XOAUMOCTbIO.

Mpu Ha3HavyeHUn Tepanuu B Nepuos rpyaHoro BCKapMm-
NMBaHUS cleayeT No BO3MOMXHOCTM OFpaHU4YMTbCs NeKkap-
CTBEHHbIMW CPEACTBAMM AN MECTHOIO MPUMEHEHUS C MUHU-
MaJlbHOM CUCTEMHOW OGMOAOCTYMHOCTbID. Bce npenapathbl
4N CUCTEMHOMO MPUMEHEHWS, UCMONb3yemMble NS nede-
Hus AP, NPOHWKAaIOT B rpyaHOE MOJIOKO, COOTBETCTBEHHO,
npu HeEOBXOAMMOCTH MUX HA3HaAYeHUs cregyeT pacCMOTpPeTb
BOMPOC O NPEKPaLLEHUN FTPYSHOTrO BCKapMINBaHUS.

MEQULIMHCKASA PEABU/IUTALIUA

Bcem nauveHTam (3aKOHHbIM MpeacTaBUTENSaIM NauueH-
ToB) ¢ AP pekomeHA0BaHO NPOBOAMTL 06ydeHue [2, 4, 7.
YpoBeHb y6eauTeNnbHOCTU peKomeHaauun — C (ypo-
BEHb JOCTOBEPHOCTU AOKa3aTenbcTB — 5). [Iporpamma
06y4yeHns nauMeHTOB (3aKOHHbIX MpeacTaBuTenew nauu-
eHToB) ¢ AP pomkHa BKJYaTb B cebsi npefoctaBlfieHue
nHdopmMaumm 0 3aboneBaHun, cocTaBneHne MHAMBUAYa b-
HOrO MNaHa feyvyeHus Ans naumeHTa U obyvyeHue TexHuKe
ynpaBAseMoro camoBeaeHus.

NMPO®UNIAKTUKA U AUCNAHCEPHOE

HABJIIOAEHUE

MpodunakTMKa HanpaBfieHa Ha COXpaHeHWe ANuTeNb-
HOIO KOHTPONA W npeaynpexkaeHne 060CTPEHUA U BKIIO-
4yaeT B cebs 3IMMUHALMOHHbIE MEPONPUATUSA: yCcTpaHe-
HWE WNW OrpaHuYeHne BO3AENCTBUS anfiepreHa Uian UHbIX
Tpurrepos AP, WUCKNOYEHWE W3 paLuOHa (orpaHuyeHue)
nepeKkpecTHO-pearvpyoLwmx NPOAYKTOB W JIEKAPCTBEHHbIX
CPEeACTB pacTUTENbHOrO MPOUCXOXKAEHMS (ANA NauMeHToB
C MblNbLEBON ceHcubumnusaumen) [2, 7].

Bcem nauueHtam ¢ AP pekomeHAOBaHO pacCMOTpeTb
uenecoobpasHocTb npoBeaeHnsa ACUT ¢ Lenbio BTOPUYHOM
npodbunakTnKM (NnpeaynpexxaeHus TpaHchopmaumm AP B BA,
YTSXKENEeHNs CUMNTOMOB W paclUMPEHUS CNEeKTpa ceHCUou-
nmsauun) [2, 4, 6, 7, 31-38, 41]. YpoBeHb y6eAUTeIbHOCTH
peKomeHaauun — C (ypoBeHb AOCTOBEPHOCTU JOKa3a-
TenbcTB — 5).

[ncnaHcepHoe HabntaeHe HanpaB/eHo Ha NoBbIWeHWEe
NPUBEPKEHHOCTU Ha3HA4YeHHOM Tepanuu Ans npeaoTspa-
WeHMs NPOrpeccun NaToNorM4ecKoro npoLecca M pasBuTms
OC/IOXHEHUI, ANg KoppeKumn GaKTopoB pUcka pas3suTtus bA.

C uenblo AMHAMUYECKOro KOHTPONSA, Ha3Ha4YeHUs U Kop-
peKUMn Tepanuun, NpoPUNaKTUKKU OCNOXKHEHUIN BCEM MNaLm-
eHTam ¢ AP pekomeHAayeTca AMCNaHCepHOe HabnoaeHue
Bpa4yoM-cneumnanmucTom (AUCnaHCepHbIn npuem (oCcMoTp,
KOHCy/NbTaLMs) Bpaya anneprosora-mmMmyHosiora uim Bpaya-
oTOopuHONapuHronora) [2, 4, 7]. YpoBeHb y6eAUTE/IbHOCTHU
peKomeHaauun — C (ypoBeHb AOCTOBEPHOCTU JOKa3a-
TenbcTB — 5).

MuHMManbHas NePUOANYHOCTb AUCNAHCEPHbBIX NPUEMOB
(KoHCcynbTauum) — He pexke 1 pasa B rog anas B3pOChbiX
W He pexke 2 pa3 B roa ans aetew. NpoaomKkmnTenbHOCTb AUC-
naHcepHoro HabnoAeHU — NOXMIHEHHO MK BbINOIHEHWE
chneayoLwero ycnoBus: JOCTUXKEHWE CTOMKOM KOMMeHcauum
GU3NO0NIOTNYECKUX GYHKLUMIA UM CTOMKON PEMMUCCUU XPOHMU-
yecKoro 3aboneBaHus (AP) B TedeHune 3 net u 6onee.

B BefeHUn naumneHToB ¢ annepruiyecknmmn 3abonesaHm-
AMU HemasloBa)XHOE MECTO 3aHMMalOT OpMeHTauMs nauu-
€HTOB Ha HeobXx0oAMMOCTb FPaMOTHOrO0 M CBOEBPEMEHHO-

ro NnevyeHuss, 03HaKoOMJIEHWE C COBPEMEHHbIMKU METOAaMM
cneunduyeckon M Hecreunduyeckon Tepanuun, obyyeHue
npaBulbHOMY WCMOIb30BaHUIO NIEKAPCTBEHHbIX Npenapa-
TOB, Pa3fiM4yHbIM Mepam NPodPUNaKTUKKM 06OCTPEHUR, NCU-
XOI0rM4EeCKON peabunmtaumnmn, CaMoOKOHTPOIO, 3HAKOMCTBO
C NOCNEAHUMUN HaYYHbIMW JOCTUKEHUAMM B 061aCTH annep-
roN0rMn U UMMYHOJOT UK.

OPrAHU3ALIUAA OKA3AHUA
MEQWLIMHCKOW NOMOLLH
JNleyeHune AP B 60/1bLUIMHCTBE C/ly4aeB NpoBOAAT B amby-

NaTopHbIX ycnoBusix. MNpu KAMHUYECKON HEOBXOAMMOCTH

MOET OblTb OKa3aHa MeAuMUMHCKas nomMolb B Nto60oKn

dopme n ycnoBusx, NpesycMOTPEHHbIX 3aKOHOAAaTEeNbCTBOM

Poccuiickon ®eaepaumm.
lMoKka3aHua Ans rocnuTannadaumm B MeauWLMHCKYIO opra-

HU3aumio:

1) KpaKlHe TsXKenoe U/Uan OCNOXHEHHOE TeyeHue 3abone-
BaHWSA (IKCTPEHHAsA/HEOTNOXKHAS);

2) ypaeTen — Tsxenoe 060CTPEHNE C BblpaXKEHHON Ha3ab-
HOWM OBCTPYKUMEN (IKCTPEHHAA/HEOTNOXKHAS);

3) Heob6X0aAMMOCTb NPOBeAeHMsa yCKopeHHoro Kypca ACUT
B YC/OBUSIX 9IMMUHALMK annepreHa (n1aHoBas).
lMoKa3aHus K BbINMUCKE NauneHTa U3 MeanLIMHCKOM opra-

HU3aLumu:

1) [OOCTUXKEHWE KOHTponsd Hag cumntomamu AP, Hopmanu-
3auus nabopaTopHbIX NoKasaTenew;

2) 3aBeplieHne Kypca ACUT.

JKcnepTtM3a NO Ha3HaYeHWo TapreTHoW Tepanuu
4ns nauneHToB ¢ AP ocyliectBasieTcs ¢ npoBejeHnem Bpa-
4e6HOro KoHcuanyma.

AOMNOJ/IHUTE/IbHAAA UHOOPMALIUA

AP, Kak NnpaBuno, He TpebyeT rocnuTanmMsaLmm 1 He NPUBO-
[OWT K MHBaANWAHOCTM M CMEPTHU NaLMeHTa, 04HaKo, Kak ntobas
XPOHWYEeCKass naTonorus, MmeetT TEHAEHUMIO K yTsxene-
HWIO 3aboneBaHnss — CMMMNTOMbl CO BPEMEHEM CTaHOBATCS
60nee BblpaXeHHbIMKM, Yy YacTW MNauMEHTOB pas3BMBaETCH
BA, pacwupseTcs cneKkTp NPUYUHHO-3HAYUMbIX annepreHos,
a TaKKe CHWKaeTcs aQDEKTUBHOCTL CTaHAapPTHOW Tepanuu
[2, 4-7, 22-25]. UMetloT MeCcTo HU3KWUI YypOoBeHb obGpalla-
€MOCTH nauueHToB ¢ AP Ha paHHMX cTagusax 3aboneBaHus
W No3aHee HanpasieHWe NauMeHTOB K aniepronory (cnycrs
6-13 net oT aebtota 3ab6oneBaHus) [2, 10, 12]. Mo3aHAs
AnarHoctTuka AP npuBOAMT K TOMY, YTO MHOrMe nauueHTbl
ANUTEeNbHOE BPeEMS 3aHMMAlOTCS camofieyeHMeM, Kak npa-
BW/IO, BKJOYAOWMM 4Ype3mepHoe ynoTpebneHne agpeHo-
MUMETUKOB (LEKOHIeCTaHTOB) M @aHTUIMCTAMUHHbBIX CPeacTB
CUCTEMHOro AencTBuMS C ceaatuBHbIM 3addeKTom [12].
Ddusanyeckunin AMCKOMOOPT, BbI3BAHHbLIN OCHOBHLIMW CUMMTO-
Mamu AP, OKa3blBaeT HexenatenbHoe AeNCTBME Ha MCUXO-
NIOrMYeCKoe COCTOSIHWE M COoLManbHYIO U3Hb, OrpaHuynBas
npodeccuoHanbHylo aeaTenbHOCTb YenoBeka [2, 10, 12].
HeageksaTtHas Tepanusi, ocCO6eHHO npenapaTtamu C Bblpa-
XEeHHbIMK HYA (TaKMMU KaK cefaTUBHbIN, KapAMOTOKCUYECKUI
W Ap.), MOXET BAMUATb Ha 06LLee COCTOSHMUE, COOTBETCTBEHHO,
YXyAWaTb Ka4eCTBO XM3HU NaLMeHTa U NPUBOAUTb K CHUXKE-
HWIO NPOM3BOAUTENBHOCTM TPYAa M BO3PACTaHUIO KOCBEHHbIX
3aTpaT Ha nedveHune. KOMNIEKCHbIM MOAX04, BKKOYatoWmi
HasHayeHuWe paunoHanbHOW dapmakoTepanuu, nposeje-
HUE 3NUMUHALMOHHBLIX MeponpuaTuit 1 ACUT, KaK npaBuno,
NPUBOANUT K YMEHbBLUEHWUIO KIMHUYECKUX MPOSIBAEHWUM, YNyy-
WEHUIO KavyecTBa XM3HM NauueHTa M No3BOASET AOCTUYb
ONUTENbHON pemuccun [32—-36].

UCTOYHUK ®UHAHCUPOBAHUA
OTCyTCTBYET.
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MpunoxkeHune

METOJ0/10rUsl PA3PABOTKHU K/IMHUYECKUX PEKOMEHAALIMA

LleneBas ayantopusa faHHbIX KJIMHUYECKUX
peKomMeHaauun

Bpauu annepronorn-MuMmMyHONOrwu.
Bpa4yn-0TOprHONAPUHIONOT K.
Bpauu-tepanesTbl.

Bpauu-negnatpsbl.

Bpauu obuien npakTUKMU.

MeToabl, MCNO/Ib30BaHHbIE ANA cO0pa/ceneKuuun
AOKa3aTeNbCTB
[MoncK B aNEeKTPOHHbIX 6a3ax AaHHbIX.

OnucaHue mMeTo0B, UCMOJIb30BaHHbIX

ANnA céopa/ceneKkuunn oKasaTenbCcTB

[oKkazaTtenbHon 6a30i Ans peKoMeHAaLun SBAgiTCH
ny6nvkaumu, soweawne B KOKPEMHOBCKYID OGUOGIUOTEKY,
6a3bl gaHHbix EMBASE n MEDLINE. MMy6u1Ha noncka coctaB-
nana 15 net.

OKOHOMMWYECKUI aHaNus3
AHanuM3 CTOMMOCTM He NpPoBOAMACS, M NyBAMKaLUK
no GapMaKoO3KOHOMMKE HE aHaNIM3UPOBaUCh.

MeToa Banupauum pekoMmeHpauumn
° BHeWHAA 3KCNepTHas OLEeHKa.
° BHyTpeHHsia aKcnepTHas oueHKa.

OnucaHue metofa Baaumjauum peKomeHzauum

Hactofdwune pexkomMeHaauuMm B nNpeaBapuUTEbHON
BEPCUU OblNM pPeELEH3MPOBaHbl HE3aBUCUMbIMKU 3IKC-
neptamMmu, KOTOPbIX MNonpocusin NPOKOMMEHTUPOBATb
npexae BCero 10, HAaCKOJIbKO MWHTEpnpeTauua AoKa3a-
TENbCTB, NeXalunx B OCHOBE peKoMeHAauuw, AOCTynHa
Ona NOHUMaHuA.

[Mony4yeHbl KOMMEHTapMM CO CTOPOHbI Bpavyen nepsBuY-
HOro 3BEHA M y4ACTKOBbIX TEPANEBTOB B OTHOWEHWU AOXOA-
YUBOCTHU UBNOMKEHUS PEKOMEHAALMI N X OLLEHKM BaXKHOCTH
peKoMeHaumMh Kak pabo4yero MHCTPYMEHTa NoBCEAHEBHOM
NPaKTUKK.

MpeaBapuTenbHas Bepcus Obia TaKKe HanpaBfieHa
PELEH3EHTY, HE UMeEeloLEMY MEAMLMHCKOro o6pa3oBaHus,
4151 NONyYEeHUst KOMMEHTapMEB C TOYKM 3PEHMS MEPCNEKTUB
nauueHToB.

KomMeHTapuu, nony4yeHHble OT 3KCMepToB, TWaTesb-
HO CMCTEMaTU3MpPOBaINCL M O06CYKAaNWUChb NpeacesaTenem
M YyneHamu paboden rpynnbl. Kax bl NyHKT o6CyxKaancs,
M BHOCUMble B pe3y/nbTaTe 3TOr0 M3MEHEHUS B PEKOMEH-
Jaunn perncTpupoBanncb. ECaun e M3MeHeHUs He BHOCH-
JINCb, TO PErNCTPUPOBAINCH MPUYMHBLI OTKa3a OT BHECEHMUS
N3MEHEHUN.

KoHcynbTauusa M aKcnepTHasa oL eHKa

MpenBapuTenbHas Bepcus 6bina BbiCTaBeHa Ans WUPO-
Koro obcykaeHuns Ha cante PAAKW gnsa Toro, 4To6bl BCE 3auH-
TepecoBaHHble NnLa UMEeNM BO3MOXHOCTb NMPUHATL y4acTue
B 06CYXAEHWUM U COBEPLLUEHCTBOBAHUN PEKOMEHAALINN.

[MpoeKT pekomeHaaummn bl peLeH3MpoBaH TaKKe He3a-
BUCUMbIMW 3KCNepTamu, KOTOPbIX MOMPOCHUAN NMPOKOMMEHTH-
poBaTh Npex/je BCero AoXo4MBOCTb M TOYHOCTb MHTEpPNpeTa-
LMK fOoKa3aTeNbHOM 6a3bl, 1eXKallen B OCHOBE PEKOMEHAALIMN.

Pa6ouas rpynna

[ns OKOHYaTeNbHOM pedaKkuMM U KOHTPOJS KayecTBa
pekoMeHaauMn 6bliv MOBTOPHO MPOaHaNU3MpPOBaHbl Yie-
Hamu paboyer rpynnbl, KOTOPbIE MPULLIM K 3aKJOYEHUIO,
4YTO BCE 3aMeyYaHUs U KOMMEHTapPWUW IKCNEPTOB MPUHATLI
BO BHMMaHWeE, PUCK CUCTEMATUYECKMX OWMOOK Npu paspa-
60TKE peKoMeHJaLnn cBefeH K MUHUMYMY.



Ta6nuua 1. LLIkana oueHKn ypoBHEW AOCTOBEPHOCTM AoKa3aTenbcTs (YA) Ans MeToaoB AMArHOCTUKMU (AMArHOCTUYECKUX BMELLaTeNbCTB)
Table 1. Scale of assessment of levels of evidence for diagnostic methods (diagnostic interventions)

yan PacwudpoBKa

1 Cuctematmyeckne o0630pbl UCCefoBaHWi C KOHTPoONieM pedepeHCHbIM MEeTOIOM MU CUCTEMATUYECKUIA 0630p PaHAOMU3UPO-
BaHHbIX KNIMHUYECKMX UCCNeAOBaHUI C NPUMEHEHMEM MeTaaHannaa
OTaenbHble nccnefoBaHnsa ¢ KOHTposieM pedepeHCHbIM MeTOA0M WK OTAE/bHble PaHAOMU3UPOBaHHbIE KIMHUYECKUE nuccne-

2 [OBaHUA U cucTemaTuyeckue 0630pbl UcCnefoBaHMin N06Oro Au3alnHa, 3a UCKIYEHUEM PaHLOMU3UPOBaHHbBIX KIMHUYECKUX
nccneaoBaHui, C NpUMEHEHWEM MeTaaHanmsa
MccnepoBaHus 6e3 nocnefoBaTelbHOr0 KOHTPONs pedepeHCHbIM METOAOM, UK UccneaoBaHusa ¢ pedepeHCHbIM METOAOM, He

3 ABNAIOWMMCA HE3AaBUCHUMbIM OT UCCIEAYEMOro MeToAa, UM HEePaHJOMU3UPOBAHHbIE CPABHUTENIbHbIE UCCNENOBAHUS, B TOM YUC-
/e KOropTHble UccneaoBaHus

4 HecpaBHWUTENbHbIE UCCNEA0BAHNS, ONUCAHME KIMHUMYECKOrO cllyyYas

5 MmeeTca nuwb 060CHOBaHWE MexaHW3Ma AENCTBUS UM MHEHME 3KCMEPTOB

Ta6nuua 2. LLikana oueHKn ypoBHeW 4OCTOBEPHOCTU AoKa3aTenbcTs (YAA) And MeToaoB NpoduUaaKTUKK, NedeHns u peabunutaymu
(NpodunaKTUYEeCKnX, nevebHblX, peabunnTaLnoHHbIX BMeLWwaTenbCTB)

Table 2. Scale of assessment of levels of evidence for methods of prevention, treatment and rehabilitation (preventive, curative,
rehabilitation interventions)

yan PacwudpoBKa
1 CuctematmyecKkunin 063o0p paHAOMU3NPOBAHHbIX KIMHUYECKUX UCCNedOoBaHMi ¢ NPUMEHEHWEM MeTaaHanusa
2 OTaeNibHble paHAOMU3UPOBaHHbIE KIIMHUYECKUE UCCief0oBaHus U CKICTeMaTM‘-IECKME 0630pbl UccnegoBaHUi No6GOro AnM3anHa,
3a UCKJ/IIOYEHWEM PaHAOMU3NPOBAHHbIX KIMHUYECKMX UCCNEeN0OBaHWUMN, C MPUMEHEHWEM MeTaaHan1sa
3 HepaHaomMn3npoBaHHblE CpaBHUTE/bHbIE UCCEA0BaHNUS, B TOM YUC/I€ KOrOPTHbIE UCCe0BaHNs
4 HecpaBHWUTENbHbIE UCCNEA0BAHMS, ONUCAHWE KIIMHUMYECKOrO Cayyas Uan cepum cnyyaeB, MCCNef0oBaHUs «Cy4al — KOHTPO/b»
5 MmeeTca nnib 060CHOBaHWE MexaHU3Ma AeNCTBUS BMeLlaTeNbCTBa (AOKIMHUYECKME UCCNEe0BaHUS) UK MHEHWE 3KCNEPTOB

Ta6nuua 3. LLkana oueHKn ypoBHeN y6eanTenbHOCTU pekoMeHdauunn (YYP) ang MeToaoB NnpodunaKTUKK, AMarHOCTUKK, NeveHns
1 peabunutaunn (NpodunakTUYeCcKnx, AMarHoCTUHECKKUX, le4ebHbIX, peabuaMTauMOHHbIX BMellaTenbCTB)

Table 3. Scale of assessment of levels of evidence for methods of prevention, diagnosis, treatment and rehabilitation (preventive,
diagnostic, therapeutic, rehabilitation interventions)

YYP PacwuudpoBKa
CunbHaa pekomeHaalms (Bce paccMaTpuBaeMble KpUtepum abdeKTUBHOCTHU (MCXObl) ABASIOTCS BaXKHbIMU, BCE UCCNEeA0BaHUSA
A MMEIOT BbICOKOE WKW YAOBNETBOPUTENIbHOE METOA0/I0MMYECKOE KayeCcTBO, UX BbiBOAbI MO UHTEPECYIOWMNM UCXOAaM ABASIOTCS
corfiacoBaHHbIMM)
YcnoBHas pekoMeHaaums (He Bce paccMaTpuBaeMble KpUTEpPUU 3PHEKTUBHOCTH (MCXOAbl) ABNSIOTCS BaXKHbIMU, HE BCE UCCNefo-
B BaHWS UMEIOT BbICOKOE MW YA0OBNETBOPUTENBHOE METOAONOMMYECKOE KA4YeCcTBO U/WUAN UX BbIBOALI NO MHTEPECYIOLLMM UCXOAaM
He SABNSIOTCS cornacoBaHHbIMM)
Cnabas pekoMeHaaumsa (OTCYTCTBME AOKa3aTeNbCTB HaeXKallero Kayectea — BCe paccMaTpuBaeMble KpUtepum abdeKkTns-
C HOCTWM (MCXO/bl) ABNSIOTCA HEBAXKHbLIMW, BCE UCCIEA0BaHMA UMEIOT HU3KOE METOA0/I0rMYECKOE KayeCTBO M UX BbIBO/bI MO MHTEpe-
CYIOLLMM MCXO4aM He SIBNSIOTCS COrnacoBaHHbIMM)
MopAaaoK 0GHOBNIEHUA KIIMHUYECKUX [JaHHbIX C NO3ULMN lOKa3aTeNbHOM MeAULIMHbBI MO BONPOCcam
peKomeHaauun ONArHOCTUKK, NevyeHus, nNpodunakTMkM U peabuamtaumu
MexaHM3M O06GHOBNEHUSA KIIMHUYECKUX PEKOMEeHaauumn KOHKPETHbIX 3a60neBaHni, Haan4ymm 060CHOBaHHbIX 40OMOJI-
npegycMatpuBaeT UX CUCTEMATUYECKYI0 aKTyanu3auumio — HEHWN/3aMevyaHU K paHee YTBEPXKAEHHbIM KIUMHUYECKUM

He pexe 4em 1 pa3 B 3 roaa, a TaKXKe Npu NosiBIEHUU HOBbIX pekomMeHaaumam, Ho He Yalle 1 pa3a B 6 Mec.

Crartbs noctynuna: 15.07.2024, npuHaTta K nevyatu: 16.08.2024
The article was submitted 15.07.2024, accepted for publication 16.08.2024
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E CLINICAL CASE

KJIUHUYECKUU CNTYHAHU

KnuHunyeckum cnyvyamn
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CuHapom Ceariepa ABASIETCS PEAKUM FEHETUYECKUM HapyLLEHUEM, PU KOTOPOM HabllogaeTcs AMCreHe3usi FroHag v Kapuo-
™mn 46, XY. B noctHatasibHOM M ripenybeptaTHOM repuoge AaHHoe 3abosieBaHNe He UMEET KIIMHUYECKMX MPOSABACHUM
n npotekaer 6eCcCMMNTOMHO, YTO 3aTpyAHAET AUarHoCTuKy. [lepBble NMPU3HaKM CUHAPOMAa MOSBASIOTCA B My6epTaTHOM
nepuoje B BUAE HEAOPA3BUTUSI BTOPUYHbIX MOJI0OBbIX MPU3HAKOB. B JaHHOM 0630pe npefacTaB/iEHbl KPUTEPUU, MCXOAS
M3 KOTOPbIX MOXXKHO MOCTaBUTb TaKOM AMarHo3, Kak cuHapom Caviepa. BbigeneHbl OCHOBHbIE METOAbl AUArHOCTUKM, pac-
CMOTPEHbI BO3BMOXHOCTHU KaK OMepaTUBHOI0 JIEYEHNS NAaLMUEHTOK, TaK M MEAMKaMEHTO3HOIro — 3a CYET 3aMeCTUTEIbHOM
ropMoHasibHOM Tepanuu. Bepupukaums cuHapoma crnocobeTByeT 6oJsiee TujatesbHOMY 06C/Ie[0BaHUI0, YTO MO3BOJUT
onpeaennTb TaKTUKY BEAEHUSI U M36eKaTb OCI0KHEHUI CO CTOPOHbI APYr1X OpraHoB M CUCTEM.

Knro4eBblie cnoBa: cuHapom CBariepa, roHagobiactoMma, AMCrepMUHOMAa, KapruoTUTMPOBaHME, ANCTEHE3US] TOHa/

Ana yntupoBaHunsa: KapayeHuosa W.B., Cubupckas E.B., Asauk T.I., YepHbiweBa M.1H0., OcmaHoBa K.A., lony6koBa B.M.,
ApyTioHsiH A.B., CbicoeBa A.A. CuHApOoM CBalepa KaK KIMHUYECKWUIH MpuUMep AMCreHe3uu roHajg y AeBo4Yku 15 neT.

Meanatpuyeckas papmaronorns. 2024;21(4):344-349. doi: https://doi.org/10.15690/pfv21i4.2786

BBEJEHME MW nponopunamMu [1]. Y HMX oTmevanocb Hefopa3BuUTUE
CuHgpom Csawnepa (XY-aucreHesus roHag) — 970 MOJIOYHbIX Xenes3, HO NPKU 3TOM reHnTanuu 6bian chopmu-
reHeTM4yecKoe HapylleHwe, BapuaHT rmMneproHagoTpon- pPOBaHbl MO XEHCKOMY TUMY (XOTS Y OAHOM U3 KEHLLKUH Obli0

HOro runoroHagmama c kKapuotunom 46, XY. B 1955 . yBenuMYeHne Knautopa), Habnwganocb HopmalbHOE OBO-
QHIMIMNUCKUIA 3HAQOKpuHoNor [xepanba CBavep onucan noceHne TobKa U NoAMbIWEeYHbIX BNagnuH. XpOMOCOMHbIN
ABa KJMHUYECKMX ciy4vasi, B KOTOPbIX 60MibHble MNauu- aHanM3 NauMeHTOK NoKasas, YTO KapuOoTUM MKEHLKUH Obln
EHTKM 06paTuinuCb C aMeHopeen M eBHYXOMoJ0GHbI- 46, XY. 3aboneBaHue, BnepBble onucaHHoe CBalepowm,
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Swyer Syndrome: Clinical Case of Gonadal Dysgenesis
in a 15-year-old Girl

Swyer syndrome is a rare genetic disorder in which gonadal dysgenesis and karyotype 46, XY are observed. In the postnatal and
prepubescent period, this disease has no clinical manifestations and is asymptomatic, which makes diagnosis difficult. The first
signs of the syndrome appear in puberty in the form of underdevelopment of secondary sexual characteristics. This review presents
the criteria based on which such a diagnosis as Swyer syndrome can be made. The main diagnostic methods are highlighted,
the possibilities of both surgical treatment of patients and drug treatment due to hormone replacement therapy are considered.
Verification of the syndrome contributes to a more thorough examination, which will allow you to determine management tactics and
avoid complications from other organs and systems.
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OPMEHTMPOBOYHO BCTpPeYaeTcs C YyacToTon 1 cny4dan
Ha 80-100 TbIC. [2].

OM6pMOreHes NosI0BOM CUCTEMbI MPSIMO 3aBUCUT OT Habo-
pa MoJIoBbIX XPOMOCOM 3MOGPUOHA. YporeHuTasnbHbIA TPaKT
pa3BuBaeTcs Ha 4-6-# Hen rectauuMM U3 LIEIOMUYECKO-
ro anuTenusa: obpasyloTcs MOYKW, HAAMOYEYHWKM, FOHaAdbl
M penpoayKTUBHbIM TpaKT. leH SRY (sex-determining region Y)
HaXoaMTCS Ha KOPOTKOM nievye Y-XPOMOCOMbI Uy 60Sb-
LUMHCTBA MJIEKOMUTAKOWMX, B TOM YWCAe y YenoBeKa, Nnpu-
HMMaeT HenoCcpeAcTBEHHOe yyacTve B anddepeHLMpoBKe
roHajg no My»Kckomy Tuny. Npu cunTbiBaHnm reHa SRY cuHTe-
3upyeTcs GaKTop TPaHCKPUMLWUK, KOTOPbIA CUrHaNM3uMpyeT
0 TpPaeKTopun pPasBUTUS UHAUDOEPEHTHbIX TOHAL B SUYKK
Ha 6-M Hep rectauuun. SRY nHayuunpyeT akcnpeccuio SOX9,
KOTOpPbIA, B CBOK O4Yepeflb, aKTUBUPYET U MOAAEPHKMBAET
aAMdbepeHUMpPOBKY roHag No MyXCKomy Tuny. Takum o6pa-
30M, B C/lyYae MHaKTMBaUuK reHa SRY (Hanpumep, aeneumm
KOPOTKOro njaevya Y-XpOMOCOMbI) MW HEYyBCTBUTENbHOCTH
K/IETOK OpraHu3ama K npoayKTaM TPaHCKPUMUMKM OaHHOro
reHa roHajbl npeacTaBieHbl COEAUHUTENIbHOTKAHHbIM TAXOM.
OnddepeHUnpoBKa HapyKHbIX U BHYTPEHHUX NMOJIOBbLIX Opra-
HOB W[ET MO }XEHCKOMY TUMY B C/ly4ae OTCYTCTBUS rOPMOHasb-
HOM aKTUMBHOCTU deTaNnbHOro siM4yka, OHO He BbipabaTbiBaeT
AHTUMIONNIEPOBCKYIO CYy6CTaHLMIO, TaK KakK, COrMacHO 3aKOHY
ambpuronornn Kapna ¢oH bapa 0 3apoabilieBOM CXOACTBE,
Nto60M NNoa CTPEMUTCHA K GEMUHU3ALINN.

MpW NONHOM areHe3wu roHaj comaTUyecKkue aHoManuu
OTCYTCTBYIOT: MaTKa He6O/blUMX pasmMepoB, TPyObl TOHKKE,
[I/IMHHbIE, 3a4acTylo U3BMUTble, Bnaranuiie emkoe. OgHako
Ha MecTe SMYHUKOB UMEIOTCS NIMLLb PYAUMEHTLI FOHa B BUE
TAXa, KOTOPble NPU F'MCTONIOrMYECKOM UCCNeaoBaHUKU npej-
CTaBNSAOT CO6OM CTPOMY CO CTEPWUSIbHBIMW CEMEHHbLIMMU
KaHaTMKaMu, BblCTNaHHbIMK KJieTKamu CepTonu He3penoro
TMNa U TUNUYHBIMKU KneTKkamu Jlenaura. Npu ropMoHanbHOM
nccneoBaHUN onpeaensieTcs MoBbIWEHHbIA YPOBEHb FOHaA-
[IOTPOMWHOB, HU3KUI YPOBEHb 3CTPaamMofia, TaK KaK Hapy-
lleHa cucTemMa o6GpaTHOM CBA3W, @ B PYAMMEHTAPHbIX fWY-
HWKaxX He ocyllecTBNAeTCs BbipaboTKa 3CcTporeHoB. OaHaKo
npu 310Ka4eCTBEHHON TpaHchopMaLuu pPyaAUMEHTapPHbIX
roHaj B roHago61acToMy ypoBeHb rOHaAOTPOMMHOB M 3CTPO-
reHoB OKasblBaeTcs B npefenax pedepeHCHbIX 3Ha4YeHuH,
TaKXe BTOPWYHbIE MONOBbIE MPU3HAKM HE COOTBETCTBYIOT
HOpMam nosioBon GopMysbl No TaHHEPY, MO3TOMY HEO6XO0-
[IMMO KapuoTUMUMPOBaHWE C LiEeNblo YTOYHEHUS AnarHosa [3].

MpuYrMHON AnCreHe3nn roHaa SBASIOTCS MyTalMK reHOB
WT1, SRY, SOX9, DHH, ATRX, ARX, SF1, MAP3K1 n NR5A1,
KOTOpble OTBETCTBEHHbI 3a AMGDEPEHUMPOBKY SMYKa,
HECMOTPSA Ha MYXCKOW TFEHOTUN, MM 4Ype3MepHas IKC-
npeccua daktopos DAXI, SOX9, KoTopble NpensaTcTBYOT
HopManbHoM anddepeHunpoBke auyka [4]. 10-20% »eH-
LWKMH ¢ cuHapomom CBanepa mumetoT geneunto B AHK-cBa-
3blBatolLen ob6nactn reHa SRY2, B TO BpeMS KaK B OCTallb-
Hbix 80-90% cny4yaeB reH SRY aBnsieTcs HOpMalibHbIM,
W TOorga, BEpPOsiTHEE BCEro, BOBJIEKAOTCA Apyrve daKkTopbl,
yyacTBylouwme B anddepeHunpoBKe sndka [4]. Pag aBTopoB
cyuTaloT, 4To cuHapom CBavepa — 370 pubocomonaTus,
cBsi3aHHaa ¢ MHOroKpaTHbIMKM MUcceHcamu B PHK-renvkase
DHX37, HO BCe ele BeayTCst MOMCKM OQHO3HAYHbIX AOKa3a-
TeNbCTB AaHHOW rMnoTessbl [5].

MHTepecHO 3amMeTuTb, 4TO cuHApom CBarepa MOXKeT
ObITb OGHAPYKEH HE TONMbKO Yy NOAEN, HO U Yy APYrUX mie-
KonuTatowmx. Tak, B OJHOM W3 MCCNeAoBaHWM Ha Kpyn-
HOM poraTom CKOTe C MOA03pPeHMeM Ha WMHBEpCcUIo nona
npU KapuoTUNUPOBAHWKM OTMETUNIM AENEUMI0 y4acTKa Xpo-
MOCOMbI ¢ reHOM SRY, a TaKxe MyTauuu B HYKNEeOTUAHOM
nocnefoBaTeNbHOCTM 3TOr0 reHa W APYrux Npu HEemnosIHOM
neneumn Y-xpoMmocombl. [pr HEKpONCKUK roHaa 0coben KeH-

CKOro nona 6b110 0GHaPYKEHO, YTO FTMCTONOrMYECKas KapTu-
Ha COOTBETCTBYET HEJOPA3BUTbIM AUYKaM [6].

O6bl4HO 3a60neBaHWe AUarHOCTUPYeTCA B paHHEM Mnoa-
POCTKOBOM BO3pacTe, YTO CBSA3AaHO C OTCTaBaHWEM B pa3Bu-
TUM BTOPUYHbIX NOMOBbLIX MPU3HAKOB U aMEHOPEEN, HO MOXKET
o6GHapy*XuMBaTbCA M BO B3POC/OM BO3pacTe y MNaLMEeHTOK
C OMNyxonsiMM Masnoro Tasa, Kak npaBunio, roHagobnactoma-
Mu (4o 30% cnydaes). Npn Pu3nKanbHOM 06CNEefOBaAHUM
o6pauiaeT Ha cebs BHUMaHWe BbICOKWI UMW Bbllle CpeaHero
POCT AaHHbIX NALMEHTOK B CBA3M C NO3AHUM OKOCTEHEHWEM
TOYEK pocTa U3-3a geduLnTa 3CTPOreHoB [7], YTo BbIABNAET-
csi Ha peHTreHorpaduu c onpeaeneHemM KOCTHOro Bo3pacra.

M3BeCTHbI Cyvyaun No34HeN NOCTaHOBKU AnarHo3a naum-
€HTKaM BBMWAY HEOAHO3HAaYHbIX PEe3ynbTaToB MarHUTHO-
pe3oHaHcHon Tomorpadun (MPT) 1 obunusa 3aboneBaHuin,
CBfI3aHHbIX C NepPBUYHON ameHopeew [8].

JleyeHne cuHgpoma CBaKnepa HanpaBieHO Ha ycTpa-
HEHWE HeOOoCTAaTO4YHOCTU GYHKLMKU SAMYHMKOB W BKIOYaeT
B ce65 MHAYKLMIO MOSIOBOM0 CO3PEBAHMS C MOMOLLbIO 3CTPO-
reH-coflepXKallux NIeKapCTBEHHbIX CPeACcTB AN pas3BUTUSA
BTOPMYHbIX MNOMIOBbLIX MPU3HAKOB W ANWUTENbHYIO KOMBUHUPO-
BaHHYIO 3aMeCTUTENbHYIO Tepanuio ropMOHaNbHbIMKU MNpe-
napatamu, coaepallumMm 3CTPOreHbl M NPOrecTepoH [9].

[Onsa ocyuwecTBNeHUA PenpoayKTUBHOM GYHKLMK KEH-
LWKMHaM ¢ cuHagpomom CBamepa HeobxoauMo 06paTUTbCs
K BpadaM-penpo/lyKTonoram, BOCNoib30BaTbCd MeTogamu
BCMOMoOraTtefibHbIX PenpoayKTUBHbLIX TEXHONOMMA C AOHOP-
CKOW MpOrpaMmMow, MOCKOJIbKY COGCTBEHHbIE AMLEKNETKU
y MauUMEeHTOK € AaHHbIM 3abofieBaHWEM He CO3peBaloT.
MpumeHeHe BCcnomMoraTesibHbIX PENPOAYKTUBHbLIX TEXHOJO-
rMi IBNSETCa ycnewHblM METOA0M peanun3almn penpoayk-
TUBHOM QYHKLMU, TaK KaK NaTtoNorMm, CBA3aHHON C UMMJaH-
Tauuen nAogHoOro AnLa B 3HAOMETPUA U ero pasBUTUEM
npv NpaBuibHOM BeJleHUM 6epeMeHHOCTU U J03MPOBAHHOM
ropMoHanbHOM NoaaepXkKe, He Habntogaetcs [10].

KJAUHUYECKWUI NPUMEP

O nauumeHTe

MauneHTtka K., 15 net. Pe6eHoK OT 6- 6EpPEMEHHOCTH,
npoTeKkaBlwen 6e3 OCNOXKHEHUN, U 2-x poaoB. Macca Tena
npupoxaeHnn — 3900r, annHa — 49 cm. [NpodunakTmyeckume
NPUBMBKK cAeNaHbl Mo BO3pacTy, GU3MYECKoe pas3BuUTUE
rapmMoHu4yHoe. XpoHnyeckune 3aboneBaHus oTpuuaet. Pocna
W pasBMBanacb No Bo3pacTy. ANNepronorMyecknin aHamHes
He oTsroweH. NMeprMoa HOBOPOXK/EHHOCTM U paHHero JeTcTBa
npotekan 6e3 ocobeHHOCTEN. B netcTBe nepeHecna 6poH-
xuT, OPBU v BeTpsiHyto ocny.

AHamMHe3 3aboneBaHus: B AeKkabpe 2022 . (3a Mecsl,
[10 OCMOTpa) NOSABUIUCH NEPUOAMYECKME GONM BHU3Y KUBO-
Ta, 6pUragon CKopow MeaMLMHCKOW MOMOLIM AOCTaBJieHa
B CTaUMOHap Mno MecTy xuTenbcTBa. Mpu o6cnegoBaHum
B CTaLlMOHape No MEeCTY XUTeNbCTBa Gblfia BbIiB/IEHA anna-
31 MaTKW U AUYHMKOB.

dusukanbHoe o6cnegoBaHue

Ha MoMeHT nocTynneHus B SHBape POCT NaLUMEHTKU —
173 cm, macca Tena — 54 Kr (MHAeKc macchl Tena — 17,7),
aHOMa/ui co CTOPOHbI CEepeYHO-COCYAMCTON, MOYEBbIAE-
NIMTENBHOM W AblXaTeNlbHOW CUCTEM He BbisiBieHO. UBOT
npu Nanbnaumm 6bi1 MArKUM, AOCTYMNHbLIM Fy60KOM Nanbna-
LMK BO BCex oTAenax, 6e36o0ne3HeHHbIM. Co3HaHWe nauu-
E€HTKM SICHOE, COCTOSIHWE YAOB/ETBOPUTENIbHOE, MEHWHre-
anbHas cMMNTOMaTMKa OTCYTCTBYET. B CBA3M C BbICOKUM
pucKoM Tpomb6o03a m3-3a runepaktuBHocTn VIII dakTopa
cBepTbiBaHus (206%) naumeHTKa AONOMHUTENbHO Noy4Yana
AHTUKOArynsHT — HWU3KOMOJNEKYNSPHbIA FrenapuH nNpsamMoro
[encTBums.
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KJIUHUYECKUU CNNYHAU

[AnarHocTuyeckue npoueaypbl

Bblfv BbIMNOAHEHbI PYTUHHbIE @aHaNU3bl: reMOrNO6UH —
130 r/n (N 115-150 r/n), aputpountsl — 4,46 x 1012/n
(N 3,6-5,1 x 10%2/n), rematokput — 41% (N 35-45%),
TpomGouuTel — 343 x 109/n (N 160-360 x 10%/n), neit-
KouuTbl — 2,34 x 109/n (N 4-9 x 1092/n), HeUTpoduAbl —
54,7% (1,28 x 109/n) (N 48-78%), 303MHOGUNbLI —
10,3% (0,24 x 109/n) (N 0,5-5%), 6a3odpuasl — 2,1%
(0,05 x 109/n) (N 0-1%), numdouutsl — 17,5% (0,41 x 10%/n)
(N 19-37%), MoHoUMTbl — 15,4% (0,36 x 102/n) (N 3—-11%).
BuoxumMnyeckuit aHann3 KpoBM: anaHUHaMUHOTpaHcde-
pasa — 89 Ea/n (N < 40 Ea/n), acnaptaTaMMHOTPaHC-
depaza — 69 Ea/n (N < 40 Ep/n), naktataervapore-
Hasa — 202 ME/n (N < 250 ME/n). Koarynorpamma
6e3 NaToNOrMY4ECKUX USMEHEHUN.

MauneHTKe Gblna NpoBeaeHa peHTreHorpadua KocTen
KUCTU M 3ansacTbs ANs OonpejeneHus KOCTHOro Bo3pacTa,
no pes3ynbraTtam KOTOPOM BblAaHO clieayioliee 3aKloyeHue:
onpeaensoTca f94pa OKOCTEHEHUS CeCcaMOBUAHbIX KOCTew
B | nacTHo-banaHroBbix CycTaBax, 4TO COOTBETCTBOBAsO
KocTHOMY Bo3pacTy 11-11,5 net. bbIio BblgaHO Hanpas-
NeHne Ha B39TMEe KpPOBM ANA onpefeneHus ypoBHA rop-
MOHOB: flOTEUHU3MpPYoWmM ropmoH (JIN) — 41,35 ME/n
(N 3,35 ME/n), donnanmKkynoctumynmpytowmnin ropMoH (Cry —
104,06 ME/n (N 3,52 ME/n), nponaktmH — 198,52 MME/n
(N 196-288 MME/n), tectoctepoH — 0,45 HMONb/N
(N 0,62 Hmonb/n), actpaguon — < 37 nMoAb/n
(N 155,5 nmonb/n), gernapoanuaHapocTepoH-cynbdar —
5,78 MKkmonb/n (N 2-10 mkmonb/n), anbda-dbeTonpotenH —
4,1 ME/mn (N < 10 ME/mn), 6eTa-cybbeanHuLa XOpPUOHHUYe-
CKOro roHagoTponuHa Yyenoseka — 2,1 ME/n (N < 5 mE/n).

MauneHTKa 6blfa BbiNKUCaHa M3 cTaluuoHapa ¢ AuarHo-
30M «gucrepmmHoMa 3B» Ang NoBTOPHOM rocnutanu3auuu
B MapTe TOro e rofa c Lenbto NpoBeAeHUs UCCeYEHUS Ony-
X0/K B OPIOLLIHON NOMOCTH, KoTopas Gblia BU3yann3mpoBaHa
npu KomnbloTepHon Tomorpadum (KT).

Mpwu ynbTpa3ByKoBOM uccnegoBaHun (Y3UM) 3a moyeBbIM
ny3bipemM B ManoM Ta3y 6bln0 BbiiBNeHO 06pa3oBaHue
91 x 104 x 88 MM HEOAHOPOAHON CTPYKTYPbI C *KUAKOCTHbI-
MM y4acTKaMu 1 neperopogkamu. Matka 1 roHagbl He onpe-
gensanucb. MonoyHble xenesbl: cnpasa — 9 X 42 Mwm, chne-
Ba — 9 x 46 mM. Ha KT BuM3yanusunpoBanocb KpymnHoe
reTeporeHHoe KUCTO3HO-CONUAHOE MYNbTUHOAYNSPHOE
obpa3oBaHne C YETKUMU GYrpuUCTbIMU KOHTYpaMu 06LUM
pazMmepoM 83 x 98 x 120 MM. CONNAHbIN KOMMNOHEHT HaKa-
nnavBan KOHTpacTHOe BelWecTBO B apTepuanbHylo dasy
no 52 HU, B BeHo3Hyto — o 67 HU, ycnoBHO KMCTO3-
HbIW KOMMOHEHT MNPaBW/IbHOW OKPYron GOopMbl KOHTpacT
He HakanauBasn. bbin TakXe BbIIBNEH U3MEHEHHbIR JIUM-
doysen cneBa BAOMb MOAB3LOLWHbLIX apTepun pasmepom
4O 22 MM, Nepu- U UHTPaHOAYNSAPHO, MPEUMYLLECTBEHHO
no nepeaHe-HUXHeN CTEHKe, BU3yannu3npoBanncb n3BuTble
apTepuasnbHble CTBOAbI A0 2,3 MM B MaMeTpe (HeoaHruore-
He3d), B HUXXHUX OTAenax Onyxofiv Ha ypoBHE MPOMENKHOCTU
BU3yanu3npoBanucCb 3KTasnpoBaHHble 40 4 MM W3BUTble
BeHbl. MaTKa 1 SM4HUKM KaK OTAEeSIbHbIE CTPYKTYPbI HE onpe-
fenanuck. Tonorpadus manoro ta3a 6bi/la HE UIBMEHEHA.

MeauUMHCKKe BMellaTeNnbCTBa

MauMeHTKa KOHCyNbTMpOBaHa [ETCKUM OHKOJIOroM:
uMeloTca y6eauTeNbHble [aHHble 3a OHKOMaTOoNoruio
M 03/710Ka4YecTBAEHUE OMyXOaM, UCXoAs W3 pesynbTaToB
KT o BM3yanusauuu KPYMHOrO reTeporeHHOro KUCTO3HO-
COMIMHOTO MYNLTUHOAYNAPHOrO 06Pa3o0BaHNUsA ¢ 6YrpUCTbI-
MW KOHTYpamM WM HaKOMNEHUEM KOHTPaCTHOro BellecTBa
B apTepuanbHylo U BEHO3HYI0 dasbl, U3MEHEHUN NMMbO-
y3na cfnesa BAO/Nb MOAB3AOLIHON apTepun U HEeoaHrmo-

reHesa Nno nepeaHe-HUXHeW cTeHKe obpas3oBaHus. bbino
PEKOMEH/I0BaHO onepaTuBHOE NleYeHMe B IKCTPEHHOM
nopsiilke — yaaneHue o6pa3oBaHUs C MNOCNEAYIOLMM TUC-
TONOrMYECKUM MUCCNEef0BaHUEM.

Bbina npoBefeHa nanapoToMus, yaalleHWE OMyXomu
3a6pOWKHHOIO MpocTpaHcTBa. BbinonHeHa cpeauHHas
nanapotomus. MaTKka He onpeaenanacb, OnNyxofib 3anosHs-
Nla 06BbEM OT JIOHHOIO COYSIEHEHMS 10 aHYCa, LUIMPOKUM OCHO-
BaHMEM 3a0pIOLWKNHHO Npunexana K npaBoi NoaB3/0LWHOM
o6nacTn, K 3afHen CTeHKe Mo4eBOro nysbips. B nesou
noAB3/0WHON 06/1acTu GblNa BbiBEHa roHajaa pasmepoMm
2,5 x 1,5 x 1,5 cM ¢ npunexawmm MnaoTHbIM TSXKOM, BMO-
cnejcTBUKU OHa OblNla UccevyeHa B XoAe [aHHOW onepauuu.
Becb peseLunpoBaHHbIi MaTepuan 6bin HanpaBieH Ha nNaTo-
JIOro-aHaTOMUYeCKoe nccneaoBaHue.

KnuHuyeckui guarHos

Mo pe3dynbTaTtam NaTtosoroaHaTOMUYECKOro 3aK/0YEHNS
yAaneHHbIX TKaHelh matepuan Gbln onpedeneH Kak 6una-
TepanbHas AWCrepMMHOMa C npopacTaHWeM 3a npeaenbl
Kancy/bl SMYHWKA crpaBa, pacnpocTpaHeHeM no 6ptoLn-
He. Bblo BbISIBNEHO Hannyne netpucdmKaToB, OTCYTCTBUE
B cTpomMe cneBa GOMIMKYN0B, 4TO CBMAETENLCTBOBAO
0 TpaHchopMaL MM roHaao61acToMbl B AUCTEPMUHOMY.

MauuneHTKa 6blna HanpaBfieHa Ha KOHCY/bTaLMIO K FreHe-
TUKY 4151 NPOBEAEHUS KAPMOTUMMPOBAHUS, NO pe3ybTaTam
KOTOpOro Obi noctaBneH auarHos: «CuHapom CBanepa
(4ncTas areHesns roHag npu Kapuotune 46, XY). lNepBUYHbIN
rMNeproHaAoTPOMHbIA TMNOroHaAN3My.

[AMHaMHUKa U ucxopbl

MauuneHTKa 6blna BbiMWCaHa C PEKOMEHAALMAMM: KOH-
TPONb PeHTreHorpadun KUCTU — 4yepe3 6 MecC, KOHTPOJb
ropMOHasibHOro npoduns — 4yepes 6 Mec, 3aMecTUTeNIbHasN
ropMoHasbHas Tepanus npenapartoM 3cTpaawvona Banepa-
Ta — 2 Mr/cyT.

Mocne 4 6nNOKOB NOAUXMMMOTEPANNK PeBEHOK NepeHec
TPOMBO3IMOOINIO apPTEPUIN HUKHEW OONN MPaBOro Nerkoro,
B CBA3WM C 4YeM OblIM Ha3Ha4YeHbl aHTUKOArynsHTbl. bbina
Ha3Ha4yeHa Tepanus B BMAE 2 MI/cyT 3cTpaanona Baneparta
exxeaHeBHO U 3,75 mr/cyT BapdapuHa.

CnycTs 6 Mec pe6eHOK MOCTYNWA B OTAENIEHUE TMHEKO-
JIOTMK AN1S1 KOHTPOJIbHOro 06¢cneaoBaHus n neveHna. Ha Y3U
reHUTanui 3a MOYeBbIM Ny3bIPEM BU3yaIM3NPOBAUCh MaT-
Ka, NpeAcTaBfieHHas B BuUAe TsKa, M Bnaranuile. Matka
pa3mepom 40 x 19 x 28 MM, 3HAOMETPUM — 4 MM, BbICOKOM
3XoreHHocTu. floHaabl yaaneHbl. bbina npoBefeHa KOHTPOSb-
Hasi peHTreHorpadus KOCTEN KUCTU NS ONpeeneHns KocT-
HOro BOo3pacTa, KOTopbiM cooTBeTcTBOBaN 11-11,5 rogam.
Mo pe3ynbTaTam 06ceaoBaHns 1eBOYKa Gblna nepeseieHa
Ha Tepanuio KOMGWHMPOBAHHLIM Opa/ibHbIM KOHTpaLEenTH-
BOM, cojepxauwum gesdorectpen 150 MKF U 3TUHUNSCTPA-
onon 30 MKr, B HEMpepbIBHOM pexume 3—-6 mec, ganee
no cxeme 21-7.

Yepes nonroga AeBovka 6Gblna rocnutanuMauvpoBaHa
B OTAENIEHWE TMHEKONIOrUKU ANS MOBTOPHOrO0 KOHTPOMbHOIO
o6cnenoBaHus. lMpoxoauna Tepanuito KOMGUHWPOBAaHHbLIM
opanbHbIM KOHTpauUenTuBoM ¢ fAesorectpenom 150 MKr
N aTuHUNacTpagunonom 30 MKr (HenpepbiBHO) U Bapdapu-
HOM no 3,75 mr/cyT. OTMeYana yBenmyeHune pocta Ha 5 cMm.
Ha momeHT ocMoTpa ee pocT coctaBnan 179 cm. bbio npo-
BEIEHO KOHTPOJIbHOE peHTreHorpadmnyeckoe uccnenoBa-
HWE KOCTEN KWUCTH, NMPU KOTOPOM GblIO BbISIBJEHO Hanuuue
CMHOCTO30B B KOHLIEBbIX danaHrax, 4To COOTBETCTBOBAJO
KocTHomMy Bo3pacTy 13,5-14 net. Mpun Y3WN manoro tasa
MaTKa npeacTaB/eHa B BMAE MbIWEYHOTO TsAXa pa3me-
pamum 41 x 15 x 22 MM, M-3X0 NIMHEWHOE, COCTOSIHUE



nocsfie roHagaKTomMmuun. B pesynbrate Tepanuun yposeHb PCI
6bin paseH 37,69 ME/n (N 3,52 ME/n), Il — 9,14 ME/n
(N 3,35 ME/n), actpagmona — < 36,7 nmonb/n
(N 155,5 nmonb/n), TectoctepoHa — 0,76 HMONb/N
(N 0,62 Hmonb/n). OTMeYeHa NOoNOXUTeNbHast AUHaAMWKa,
B CBSI3M C YeM OblI0 MPUHATO pelleHre NPOAOIKUTb Tepa-
MU0 KOMBUHUPOBAHHbBIM OpPasbHbIM KOHTPALLENTUBOM, UME-
IOWMM B CBOEM cocTaBe gesorectpen 150 MKF U 3TUHWUA-
acTtpagnon 30 MKr, B pexume 21-7 B TeyeHne 3-6 Mec.
PekomeHaoBaHbl HabntoeHWe TMHEKonora Mo MecCTy
WUTENbCTBA M MOBTOPHAsA rocnuTann3auns Yyepes nonroja.

BpemeHHas wKana
XpoHonorust Te4eHuss 60/1e3HN NaLUMEHTa, ee KIloYEBbIE
co6bITUS U MPOrHO3 NPEeACTaBEHbl HA PUCYHKE.

OBCYXAEHMUE

MonHas 46, XY aucreHesus roHag (cuHapom Ceavepa) —
04YeHb peaKoe (YacTtoTa BcTpevaeMocTn 4o 1 Ha 100 Tbic.),
a NoToMy 1 04eHb TPYAHOE B AMArHOCTUKE 3a60/ieBaHueE.

CuHApPOM Yalle accouuupyeT ¢ MyTauuen reHa SRY,
O[IHAKO HaNn4yme Tex e CUMMNTOMOB MOXET ObITb XapaKTep-
HbIM W ANS APYrMx reHeTUYeckux 3abonesaHuin. Hanpumep,
cuHapom dpansepa ns-3a mytaumm reHa WT1, 41o, NOMUMO
oTcTaBaHus B GOPMUPOBAHUN BTOPUYHbLIX MOSIOBLIX MPU3Ha-

KOB, XapaKTepuayeTcs ele U HeEGPOTUYECKUM CUHAPOMOM
(runepanbByMUHYpHS, TUMOanbOYMUHEMUS, TUNepaMnuae-
MWSi, OTEYHbIM CUHAPOM). TaKXe U3BECTEH TaKOW CUHAPOM,
KaK cuHapoMm [eHuca — [pawa ¢ pasBUTUEM OMyXosu
Bunbmca (Hedpobnactoma). MyTtauma reHa SF1 npuBoauT
K NepBUYHON HAANOYEYHUKOBOM HEOCTATOYHOCTH, YTO NPO-
ABNAETCS B BUAE TUMNEPNUrMEHTaLUU, CHUMNKEHUS apTepu-
anbHOro JaBfieHns u Maccobl Tena; MyTauus reHa SOX9 acco-
LMMPYET C MPOSIBJAEHUAMU KaMMNOMEIMYECKON AMChnasuu
N XapaKTePU3YEeTCH WCKPUBNEHUAMMU ANMHHBLIX TpyG4yaTbiX
KocTen; MyTauus reHa ATRX NpuBOAMT K a-Tanaccemuu,
3a4epKKe GU3NYEeCKOro pa3B1THUS U HapyLleHnto GopmMupo-
BaHua nona [11, 12].

MepeyncneHHble CUHAPOMbI ABNAIOTCS MOBOJOM AN
MCNONb30BaHUA MOJIEKYNSPHO-TEHETUHECKOTO MCCNeao-
BaHWA C LiENblo BepudUKaLMK aAnarHola B Tex ciay4dasx,
Korga 970 Heo6X0AMMO KaK BcrnomorateflbHbii MeToj
JINarHOCTUKM.

O6bI4HO NepBON }Kanobown y NauneHToK B npenybeprtat-
HOM M ny6epTaTHOM nepuoaax SBASETCA 3aJeprKKa Nnono-
BOr0 pas3BWTUS, 4TO XapaKTepuayeTcs cnabopasBUTbIMU
MOJIOYHbIMU XKenesamu, ameHopeen, HeJoCcTaTo4YHbIM 0BO-
NIOCEHMEM, runoniasuein MaTku N reHuTanbHbiM UHGAHTH-
IM3MOM (HecopasmepHoe Te10 MaTKMU MO OTHOLLEHWIO K LEW-
Ke MaTKW), eBHYXOMnoJoOHbIM TenocnoxeHnem, atpoduen

15.03.2023
locnutanuzaumsa B r/o PAKB
A5 ONepaTUBHOrO NIeYeHus.

MpoBefeHa nanapoTomus, yaaneHue
OMyX0J/in 3a6PIOWUHHONO NPOCTPAHCTBA.
[UCTONOrMYECKOE 3aKIl0YeHNe:

20.10.2023
lfocnutanusauyua B r/o POAKB
L1151 KOHTPOJIbHOTO
06CNeA0BaHNS U eYEHUS.
Y3/ OMT: BM3yanu3unpoBaancb

22.01.2023 6unatepanbHas gucrepMmMHomMa MaTKa, npeacTtaBieHHas
BnepBble C MpopacTaHueMm 3a npeaenbl Kancynbl AUYHUKa B BUJe TsKa, 1 Bnaranuiye.
AmarHoctupoBaHa cnpaBsa, pacnpocTpaHeHWeM No 6ploLInHe. [oHapbl yoaneHsi.
annasuns MaTtku KoHcynbraumg reHetuka: cuHapom Ceavepa Rg KOCTEW KUCTU: OTCTaBaHue
1 AUYHUKOB (4yncTan areHesus roHag, 46, XY). [epBUYHbIH KOCTHOro Bo3dpacTta (11-11,5 ner).
(B cTaumoHape rMNeproHafoTPOMHbIA TMNOroHaan3Mm. MNepeBog Ha Tepanuio KOK
no Mecty HaszHavyena 3I'T — acTpagnona Banepar (nesorectpen 150 MKr
UTeNbCTBA) 2 mr/cyt N aTuHUNacTpagmon 30 MKr)
l | | | | | >
| | | | | |
20.02.2023 13.09.2023 10.04.2024

focnutannsaumns B ruHekonornyeckoe otaenenne POKB.
Rg KOCTeM KUCTU: OTCTaBaHWe KOCTHOro Bo3pacTta
(11-11,5 neT).
Y3 OMT: o6pa3oBaHue 91 x 104 x 88 MM HEOAHOPOAHOWM
CTPYKTYPbI C *XUAKOCTHBIMU y4acTKaMu
1 neperopoaxkamu. MaTKka 1 roHabl He onpeaensioTcs.
KT: kpynHoe (83 x 98 x 120 mMm) reTeporeHHoe
KUCTO3HO-coNnaHoe o6pasoBaHune ¢ 6yrpucTbiMu
KOHTYpaMu U HaKoMeHMeM KOHTPaCTHOro BelecTBa
B apTepuanbHytlo U BEHO3HYO a3y, USBMEHEHHbIN N1/Y
cfeBa BLOMb NOAB3AO0WHOM apTepPUn, HEOaHTMoreHes.
KoHcynbTauma 4eTCKOoro OHKoAora: UMeTCs AaHHble
3a OHKOMaTo/I0M1Io0 U 03/10Ka4YeCTBEHME ONYyX0H,
pEeKOMEeHA0BaHO onepaTUBHOE NeYeHne
B 9KCTPEHHOM nopsaKe

PucyHokK. BpemeHHas WKana HabnoaeHns 3a nayMeHTom
Figure. Timeline of patient observation

Mocne 4 kypcos MNXT
pebeHOoK nepeHec
TPOM603IM60INIO
apTepuin HUKHeWN

[07M NpaBoro
Nerkoro, B CBSA3M

[focnutanusauusa B r/o POKB
N9 NOBTOPHOIO KOHTPOSIbHOMO
o6cnefoBaHus.
YBenundyeHune pocta Ha 5 cMm.

Rg KOCTeW KUCTU: COOTBETCTBYET
KocTHomy Bo3pacTy 13,5-14 ner.

c 4yeM 6blin OTMe4YeHa NonoxKuTenbHas
Ha3Ha4yeHbl AMHaMUKa, pelweHOo NPOAOIKUTb

aHTUKOarynsHTbl Tepanuio KOK.
(BapdapuH PekomeHaoBaHbl HabnogeHne
3,75 mr/cyT) rMHeKosiora no MecTy

HUTeNnbCTBa U NOBTOPHasA
rocnutanusaumna 4epes nonroga

MpumeyaHune. 3I'T — 3amecTUTENbHAsA ropMOoHanbHas Tepanus; Y3 — ynbTpa3BykoBas anarHocTuka; OMT — opraHbl Manoro Tasa;
Rg — peHTtreHorpacdus; KOK — KOMGUHMPOBaHHbIN OpanbHblil KOHTpauenTuB; KT — KomnbloTepHas Tomorpadus; n/y — numboysen;

MXT — nanauatnBHas xuMuoTepanus.

Note. HRT (3I'T) — hormone replacement therapy; US (Y3W) — ultrasound; PO (OMT) — pelvic organs; Rg — radiography;
COC (KOK) — combined oral contraceptive; CT (KT) — computer tomography; LN (n/y) — lymph node; PCT (NXT) — palliative

chemotherapy.

w
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E CLINICAL CASE

KIUHUYECKUU CNIYHAU

CNU3KCTOM 060N0YKM BRaranumuia, HeaopasBUTUEM MOMOBbLIX
ryé v KnuTopa.

B cBA3KM C APKOM KIMHUKOW 3a[epKKU MOJIOBOro pas-
BUTUA nocTny6epTaTHas AMarHocTMKa CUHAPOMa [10BOJSIbHO
penka. CTOUT OTMETUTb, 4TO NosHas 46, XY agucreHesns roHaj
yBeMYMBaEeT PUCK pa3BUTUS roHagobnactombl (4o 30%).
[oHapo6nactoMa Npu cuHapome CBanepa Hepeako 6biBaeT
[IBYCTOPOHHEN W WMMEET TEHAEHLMIO K 03/10KaYeCTBIEHUIO
W NpeBpalleHnio B AucrepMmnHomy B 22% cnydaes [13, 14].
Tak, Npu NpoBeAeHun GUoncun peseLMpoBaHHOro Bo Bpems
NnanapocKonuu Matepuana y nauueHTku 15 net 6bina BbisiB-
neHa aucrepmvHoma 3B. TaK KaK garke npu MCnosib30BaHUK
BbICOKOTOYHbIX MPT- 1 KT-uccnegoBaHuii HEBO3MOXHO TOYHO
YCTaHOBWTb NPUPO/Y OMYXOJU, a TEHAEHLIMS K 03/I0Ka4yecTBIe-
HUIO BbICOKA, TO MaLMEHTKAM PEKOMEHAYETCA NPOBOANTL NPO-
dunaKkTU4ecKyto 6unatepasnbHylo rOHaA3KTOMUIO C nocneay-
oMM FTMCTONOrMYECKMM UCcefoBaHMeM o6pa3sLoB [15, 16].

3AKJ/IIOMEHUE

CuHapom CBanepa — 3TO reHeTUYecKoe HapyllueHue,
cBA3aHHOe ¢ AnddepeHLMPOBKOM Mnona W npuBoasuiee
K AWCreHe3uWu roHaj, 4To, KaKk cneactBue, MposiBiasercs
OoTCTaBaHMeM B GOPMUPOBAHUM BTOPUYHBIX MONOBbLIX MPU-
3HAKOB W Pa3BUTUEM NEPBUYHON aMEHOpPEN.

OueHb BaKHa paHHASa AnarHocTuKa cuHapoma Ceanepa,
TaK KaK OH CBfi3aH C BbICOKMM PWUCKOM TaKKX 3/10Kaye-
CTBEHHbIX OMyxofemn, Kak roHago6nactoma v AUCrepMUHO-
Ma, KOTopble MOryT pas3BMBaTbCsH M B paHHEM BoO3pacTe.
[Ons cBOEBPEMEHHOW ANArHOCTUKM U BO U3GEXKaHWE OCIIONK-
HEHWMN PEKOMEeHAOoBaHO BCEeM MalLWMeHTKaM C MNepBUYHOM
ameHopeeln B Bo3pacTe cTapllie 15 net npoBoAnTb Uccne-
[OBaHWe ropmMoHanbHoro npoduns, Y3M opraHoB manoro
Tasa U B JaNbHeNllleM pellaTb BONPOC O HEOOGXOAUMOCTH
KapuOTUNMPOBAHUS, B OTAENbHbIX C/lyYasax — MOJIEKYASPHO-
reHeTM4ecKoro nuccnegoBaxus [12, 17].

JleyeHne cuHgpoma Csarepa TpebyeT MyNbTUAWUCLIK-
NAMHAPHOro nojxoja, NPUMBEYEHUS HECKONbKUX CreLu-
aNMCTOB, BK/OYAs reHeTUKa, M’MHeKoNora, aHA0KpMHoNora,
OHKOMOra, KJMHWYECKOro rncuxonora, A8 npegoTepadlie-
HWS 03/10KAYECTB/IEHNS, MHAYKLIMM MONOBOr0 CO3pPEBaHUS,
KOPPEKLUN PEMPOAYKTUBHON YHKLMKW M MCUXONOTMYECKON
noAAepPKKM nauneHTos [18, 19].

BKJIA1 ABTOPOB

M.B. KapayeHLuoBa — peaakTMpoBaHWe cTtaTbM, paspa-
60TKa An3anHa nccneaoBaHums.

E.B. Cnbmpckas — pegakTMpoBaHUe CTaTbu, pa3paboT-
Ka An3aiHa nccnefoBaHus.

T.I. oMK — peaakTupoBaHWe cTaTbM, pa3paboTKa
[IM3aiHa uccneaoBaHums.
M.JO. YepHbllueBa — 0630p Hay4HbIX NybGAMKauuin

no TeMe cTaTby, HanMcaHue TeKCTa cTaTbu, paboTa co cnuc-
KOM nutepartypbl.

CMUCOK JINTEPATYPbl / REFERENCES

1. Swyer Gl. Male pseudohermaphroditism: a hitherto undescribed
form. Br Med J. 1955;2(4941):709-712. doi: https://doi.
org/10.1136/bmj.2.4941.709

2. Michala L, Goswami D, Creighton SM, Conway GS. Swyer
syndrome: presentation and outcomes. BJOG. 2008;115(6):737 -
741. doi: https://doi.org/10.1111/j.1471-0528.2008.01703.x

3. Dural O, Evruke I, Can S, et al. Atypical Presentation of Swyer
Syndrome. J Pediatr Adolesc Gynecol. 2019;32(6):645-647.
doi: https://doi.org/10.1016/j.jpag.2019.07.007

4. Banoth M, Naru RR, Inamdar MB, Chowhan AK. Familial
Swyer syndrome: a rare genetic entity. Gynecol Endocrinol.
2018;34(5):389-393. doi: https://doi.org/10.1080,/09513590.2
017.1393662

K.A. OcmaHoBa — 0630p Hay4HbIX Ny6AMKaLuMi No Teme
cTaTbM, HanucaHWe TeKCTa cTaTbM, paboTa CO CMMUCKOM
nMTepaTypbl.

B.M. lony6koBa — 0630p Hay4HbIX Ny6AnKaLMM No Teme
cTaTbM, HanucaHWe TeKCTa cTaTbM, paboTa CO CMUCKOM
nMTepaTypbl.

A.B. ApTIOHAH — 0630p Hay4HbIX Ny6AMKaLUM No Teme
cTaTbM, HanucaHWe TeKCTa cTaTbM, paboTa CO CMUCKOM
nMTepaTypbl.

A.A. CbicoeBa — o0dOpMJIEHUE CMUCKa NuMTepaTtypbl,
yyacTue B HanucaHuu cTaTbM.

AUTHORS’ CONTRIBUTION

Irina V. Karachentsova —
development.

Elena V. Sibirskaya — editing, study design development.

Tatyana G. Dyadik — editing, study design development.

Mariia Yu. Chernysheva — review of scientific
publications, writing, working with the list of references.

Kristina A. Osmanova — review of scientific publications,
writing, working with the list of references.

Varvara M. Golubkova — review of scientific publications,
writing, working with the list of references.

Anna V. Arutunyan — review of scientific publications,
writing, working with the list of references.

Angelina A. Sysoeva — registration of the list of
references, writing.

editing, study design

UCTOYHUK ®UHAHCUPOBAHUA
OTcyTCTBYET.

FINANCING SOURCE

Not specified.

PACKPbITUE UHTEPECOB

ABTOpbI CTaTbM MOATBEPAWIM OTCYTCTBME KOHODIMKTA
MHTEPEeCOB, 0 KOTOPOM HEOBXOMMO COOBLUTb.

DISCLOSURE OF INTERESTS

Not declared.

ORCID

WU.B. KapaueHuoBa
https://orcid.org/0000-0002-0254-690X
E.B. Cubupckas
https://orcid.org/0000-0002-4540-6341
M.10. YepHbiweBa
https://orcid.org/0000-0002-6450-3905
K.A. OcmaHoBa
https://orcid.org/0000-0003-3753-3508
B.M. lony6koBa
https://orcid.org/0000-0003-1513-2455
A.B. ApyTIOHSIH
https://orcid.org/0009-0003-2832-2132
A.A. CbicoeBa
https://orcid.org/0009-0000-4966-0665

5. McElreavey K, Pailhoux E, Bashamboo A. DHX37 and 46,XY
DSD: A New Ribosomopathy? Sex Dev. 2022;16(2-3):194-206.
doi: https://doi.org/10.1159/000522004

6. Berry DP, Herman EK, Carthy TR, et al. Characterisation of
eight cattle with Swyer syndrome by whole-genome sequencing.
Anim Genet. 2023;54(2):93-103. doi: https://doi.org/10.1111/

age.13280
7. BepxoBbix E.B., TMpw A.B., KanuHyeHko H.1O. KanHnueckun
cllyyal YUCTOM [AWCreHe3wn roHag — cuHapoma Csawepa //

BectHuk Cypl'yY. MeanumHa. — 2022. — N2 2. — C. 65-68. —
doi: https://doi.org/10.34822/2304-9448-2022-2-65-68
[Verkhovykh EV, Girsh YaV, Kalinchenko NYu. Clinical Case of Pure
Gonadal Dysgenesis — Swyer Syndrome. Vestnik SurGU. Medicina.



2022;(2):65-68. (In Russ). doi: https://doi.org/10.34822/2304-
9448-2022-2-65-68]

8. Cherukuri S, Jajoo SS, Dewani D, Andela M. The Mysteries of
Primary Amenorrhea: Swyer Syndrome. Cureus. 2022;14(8):e28170.
doi: https://doi.org/10.7759/cureus.28170

9. Ono M, Harley VR. Disorders of sex development: new genes,
new concepts. Nat Rev Endocrinol. 2013;9(2):79-91. doi: https://
doi.org/10.1038/nrendo.2012.235

10. Alam S, Boro H, Goyal A, Khadgawat R. 46,XY Complete Gonadal
Dysgenesis with Pubertal Virilisation due to Dysgerminoma/
Gonadoblastoma. BMJ Case Rep. 2020;13(7):e235501.
doi: https://doi.org/10.1136/bcr-2020-235501

11. rasuzosa I.P, Baneea @.B., WangynnuHa M.P,, Ak6uposa 3.U.
CuHgpom Caaiepa // MeauumHCKuii BecTHUMK Kra Poccun. —
2020. — T. 11. — N¢ 3. — C. 65-68. — doi: https://doi.
org/10.21886/2219-8075-2020-11-3-65-68 [Gazizova GR,
Valeeva FV, Shaydullina MR, Akbirova El. Swyer Syndrome. Medical
Herald of the South of Russia. 2020;11(3):65-68. (In Russ).
doi: https://doi.org/10.21886,/2219-8075-2020-11-3-65-68]

12. NatbiweB 0.10., CamcoHoBa J1.H., KacatkuHa 3.M. u ap. Puck
pa3BUTUA OMYXONIM FOHaA Y NaLUMEHTOB C AUCTeHEe3nen roHaa v Ka-
puotunom 46,XY // BonneteHb cMbUpCcKon meanLmHbl. — 2015, —
T.14. —N° 5. — C. 41-46. — doi: https://doi.org/10.20538/1682-
0363-2015-5-41-46 [Latyshev OYu, Samsonova LN, Kasatkina EP,
et al. The risk for developing tumor in patients with gonadal dysgenesis
46,XY. Bulletin of Siberian Medicine. 2015;14(5):41-46. (In Russ).
doi: https://doi.org/10.20538/1682-0363-2015-5-41-46]

13. Bumbuliené Z, Varyté G, Geimanaité L. Dysgerminoma in
a Prepubertal Girl with Complete 46XY Gonadal Dysgenesis: Case Report
and Review of the Literature. J Pediatr Adolesc Gynecol. 2020;33(5):
599-601. doi: https://doi.org/10.1016/j.jpag.2020.04.007

WHO®OPMALIUA OB ABTOPAX / ABOUT THE AUTHORS

14. TumoxnHa E.B., AdaHacbeBa H.B., Camoinosa HO.A. v ap.
KnuHuyeckoe HabnoaeHue ycnelwHon 6epeMeHHOCTU NPU «4UCTOM»
dopme aucreHesuu roHag — cuHgpome Ceavepa // ApxuB aky-
wepcTBa u ruHekonorum um. B.®. CHernpesa. — 2019. — T. 6. —
Ne 4, —C.225-228. —doi: https://doi.org/10.18821/2313-8726-
2019-6-4-225-228 [Timokhina EV, Afanas’yeva NV, Samoylova YA,
et al. Clinical case of a successful pregnancy with the complete form
of gonadal dysgenesis — Swyer syndrome. V.F. Snegirev Archives
of Obstetrics and Gynecology. 2019;6(4):225-228. (In Russ).
doi: https://doi.org/10.18821/2313-8726-2019-6-4-225-228]
15. King TFJ, Conway GS. Swyer syndrome. Curr Opin Endocrinol
Diabetes Obes. 2014;21(6):504-510. doi: https://doi.org/
10.1097/MED.0000000000000113

16. Meyer KF, Freitas Filho LG, Silva Kl, et al. The XY female and
SWYER syndrome. Urol Case Rep. 2019;26:100939. doi: https://
doi.org/10.1016/j.eucr.2019.100939

17. ApamsiH J1.B., Cubupckas E.B., Konbinos W.B. MHTepceKcyanbHas
naTtonorns y nauuMeHToB AETCKOro Bo3pacta // PenpofyKTuBHoe
37]0poBbe AeTei U nogpoctkoB. — 2016. — N2 2. — C. 16-17.
[Adamyan LV, Sibirskaya EV, Kopylov IV. Interseksual’naya patologiya
u patsientov detskogo vozrasta. Reproduktivhoe zdorov'e detey
i podrostkov = Pediatric and Adolescent Reproductive Health.
2016;(2):16—-17. (In Russ).]

18. Elzaiat M, McElreavey K, Bashamboo A. Genetics of
46,XY gonadal dysgenesis. Best Pract Res Clin Endocrinol
Metab. 2022;36(1):101633. doi: https://doi.org/10.1016/j.
beem.2022.101633

19. Weisshaupt K, Henrich W, Neymeyer J, Weichert A. Mode of
delivery of women with Swyer syndrome in a German case series.
J Perinat Med. 2021;49(6):725—-732. doi: https://doi.org/10.1515/
jpm-2020-0562

Cratbs noctynuna: 03.05.2024, npuHaTta K nevartu: 16.08.2024
The article was submitted 03.05.2024, accepted for publication 16.08.2024

KapayeHyoBa UpnHa BacunbeBHa, K.M.H. [Irina V. Karachentsova, MD, PhD]; agpec: 117997, r. MocKga,
yn. OcTpoBUTAHOBA, A. 1, cTp. 7 [address: 1, Ostrovityanova Str., building 7, Moscow, 117997, Russian Federation];

e-mail: 5053104 @list.ru; eLibrary SPIN: 6520-9747

CuébupcKasi EneHa BuktopoBHa, 4.M.H., npodeccop [Elena V. Sibirskaya, MD, PhD, Professor];

e-mail: elsibirskaya@yandex.ru; eLibrary SPIN: 1356-9252

Asank TatbsiHa MpuropbeBHa [Tatyana G. Dyadik, MD]; e-mail: t.dyadik@yandex.ru; eLibrary SPIN: 7908-0367

YepHbiweBa Mapus lOpbeBHa, opavHaTop [Mariia Yu. Chernysheva, resident]; e-mail: mariiachernysheva21@gmail.com

OcmaHoBa KpuctuHa AxmegxaHoBHa, opavHatop [Kristina A. Osmanova, resident]; e-mail: kristi.0s2001@gmail.com

lNony6koBa BapBapa MuxasnoBHa [Varvara M. Golubkova, MD]; e-mail: golubkova.bb@gmail.com

ApyTioHsiH AHHa BapaaHoBHa, ctygeHTKa [Anna V. Arutunyan, student]; e-mail: anvarut.amok@gmail.com

CbicoeBa AHrenmHa AneKkceeBHa, cTyaeHTKa [Angelina A. Sysoeva, student]; e-mail: angelinas0909@mail.ru

PEDIATRIC PHARMACOLOGY. 2024;21(4)

NEAUATPUYECKAS ®APMAKOJIOTUA / 2024 / TOM 21 / N° 4



g CLINICAL CASE

KIUHUYECKUU CNIYHAU

KnuHunyeckum cnyvyamn

https://doi.org/10.15690/pf.v21i4.2787 ‘W) Check for updates @
A.H. NNasapesal, 10.B. TuxoHoBuy?: 4, A.10. Ptuwes?: 3, U.I. BopoHuosa3, U.I. PbiGKUHAZ,
E.E. MeTpsaiikuHa? 3

1 Netckas ropoackas nonukanHuka N2 122, MockBa, Poccuiickas degepauns

2 Mopososckas KB, Mocksa, Poccuiickas ®epepauus

3 PIKB, MockBa, Poccuitckas PepnepaLns

4 Nepsbit MTMY M. .M. CeyeHoBa (CeqeHoBCKMIN YHMBepcuTeT), MockBa, Poccuitckas PepgepaLns

deTCKUN MyNbTUCUCTEMHbIN
BOCMaauTeNbHbIu CUHAPOM

Yy NaLMeHTa ¢ KOMOMU C rMNepoCcMOJIAPHbIM
KOMMOHEHTOM npu maHudectauum
caxapHoro auaoerta 1-ro Tuna:
K/IMHUYECKUMU cnyvyaH

ABTOp, OTBETCTBEHHbII 3a NEPENUCKY:

MeTpsnknHa EneHa EpumoBHa, BOKTOP MeAMLMHCKMUX HayK, npodeccop, 3aBeaytolias kadbeapon AeTCKOW 3HAOKPUHONOMMK NeanaTpuyeckoro GakynsreTta
PHUMY um. H.W. NMuporosa MuH3gpasa Poccuu, raBHbIA BHELUTATHbIA AETCKUIA cneuLmnanucT aHaokpuHonor 13M v Munsapasa Poccun B LieHTpanbHOM
denepanbHoM oKpyre Poccuiickon defepauuu, AMPEKTOP, Bpay AETCKUIM 3HAOKPUHONOT, Bpay-neanatp POCCUMIACKOM IETCKOM KIMHUYECKON 60bHULbI —
dunuana Graoy BO PHUMY um. H.W. NMuporoBa MuH3apasa Poccuu, Bpay AETCKWI 3HAOKPUHONOT SHAOKPUHONOMMYECKOro otaenerns Nby3
«Mopogzosckas ArKb A3M»

Appec: 117997, MockBa, yn. OcTpoBuTaHOBa, 1, e-mail: lepet_morozko@mail.ru; Director@rdkb.ru

O6ocHoOBaHHMe. BBuay peakoCcTu co4YeTaHus BriepBblie BbIIBJIEHHOIO caxapHoro guabeta 1-ro tmna (CA1), COVID-19,
MYJIbTUCUCTEMHOIO BOCMA/IMTE/IbHOIO CHUHAPOMA KaKAbih 3aperucTpupoBaHHbIN Ciydan npeacTaBaseT co60M LeHHbIN
OMbIT M MOBbILAET 0CBEAOMIEHHOCTb MEAULMHCKMUX PabOTHMKOB. OnUcaHne KJAMHNUYECKOro ciay4asi. ManabunK, 7 ferT,
MOCTYNUA B OTAENIEHUE peaHMMaLnn U MHTEHCUBHOWN Teparnumu ¢ AuarHo30M «caxapHbii gnabeTt 1-ro Tuna, BnepBbie BbisiB-
JIEHHbIM», Ha 2-e cyT pa3Buiack KEToaunaoTUYECKass KoMa C runepoCMOsiPHbIM KOMITOHEHTOM, MOJly4e€H MNOI0XUTEbHbINA
TeCT MEeToA0M rnosmmepasHon enHon peakumm (MUP) k SARS-CoV-2, no gaHHbiM KT ron0BHOro Mo3ra onucaHa KapTuHa
cybapaxHongaaibHOro KpOBOM3AUAHUSA. Ha 3-u cyT oTMeyannucb MakporemaTtypus, nepupepuruiecKne oTeKn, Nacto3HOCTb
nUa; KIMHUYECKas KapTuHa v JaHHble n1abopaTopHbiX 06Cae40BaHMI COOTBETCTBOBAIN «LUUTOKMHOBOMY LUTOPMY» C pa3-
BUTUEM OJIMOPraHHON HeA0CTaTOYHOCTH. Ha 5-e cyT oTMeyanncb TOHMKO-KJIOHNYECKME CYA0POr1, KPOBSIHUCTOE OTAeNse-
MOe€ M3 HOCOIIOTKKU. Ha 6-e cyT nonyvyeH otpuuatenbHbid MNLP-tecT kK SARS-CoV-2, Ha peHTreHorpamMmax opraHoB rpyaHom
KNETKU — HEOAHOPOAHOE CHUKEHUE MNMHEBMAaTH3aumm B 6a3asibHbIX OTAeaax ¢ ABYX CTOPOH, ABYCTOPOHHUI rMapoTOpaKC.
Ha 9-e cyt otmeyanncb MEHUHreasbHble CUMMATOMbI. Ha 14-e cyT 3apernctpupoBaH MOBTOPHbIN 3MM304 CYAOPOXKHOIro
rpucTyna, a MI3MEeHEeHNs roJI0BHOro Moara no pesynstatam MPT 6biin pacLleHeHbl Kak BOCMaanTe1bHO-4eMNETMHU3NPY-
lolee nopaxeHme Ha poHe TeYEHUS MYJIbTUCUCTEMHOI0 BOCNaanTe/IbHOro cuHapoma mn CL nnbo Kak 3agHss obpatumas
aHueganonatus (PRES-cuHgpom). Ha ¢poHe HasHadyeHnsi UMMYHOMOAYIMPYIOLLEN, aHTUKOAaryasiHTHOM, aHTnbaKTepuasib-
HOM, NPOTUBOBUPYCHOM Tepanun B COCTOSIHUM pebeHKa OTMeYasach MoJoXKUTe/ibHas AnHaMmuKa. Ha 18-e cyT nauneHt
B cTabu/IbHOM COCTOSIHUMU CPEAHEN TSKeCTu 6bl/l nepeBeaeH B OTAENEHNE AETCKOM 3HAOKPUHOIOMMU A5 AallbHENLLEro
nevyeHus. Yepes 14 gHen pebeHOK BbiNUCaH M3 cTayuoHapa B yA0BAETBOPUTEIbHOM COCTOSIHUMM. 3aKo4YeHune. [laHHbin
KAMHUYECKMI CIlyqai MOXKET ABATLCS MOATBEPKAECHUEM PUCKaA Pa3BUTHUS MYJIbTUCUCTEMHOIO BOCNAJNTE/IbHOIO CUHAPO-
Ma y naunmeHToB geTcKoro Bo3pacta ¢ CA1 n COVID-19, 4To TpebyeT mMexancumnninHapHOro nogxoaa n HasHadyeHus Tepa-
nnu, BXoAsLLeN B CTaHAaPTbl BeAEHNUS JeTel C MyIbTUCUCTEMHbIM BOCMaINTEbHbIM CUHAPOMOM.

KnroueBsblie cnoBa: naHgemmus COVID-19, BriepBbie BbIIBAEHHbIN caxapHbii gnabeTt 1-ro tuna, 4eTy 1 NoAPOCTKM, 0COOEH-
HOCTM MaHngecTaunu, MabeTM4ecKmin KeTtoaumnaos, JETCKUI MYyJIbTUCUCTEMHbIN BOCNaINTE/IbHbIN CUHAPOM

Ansa yntupoBanus: NlazapeBa A.H., TuxoHosuny 0.B., Ptuwes A.1O., BopoHuoBa W.I., PbibknHa W.I., MNeTpsankuHa E.E.
[eTCKni MynbTUCUCTEMHbIN BOCNANUTENbHbIA CUHAPOM Y NaLMEHTa C KOMOW C TMNePOCMONSPHbIM KOMMIOHEHTOM NPU MaHu-
decTaunn caxapHoro auaberta 1-ro Tmna: KIMHUYECKUM cnydan. lNegnatpuyeckas papmarkonorus. 2024;21(4):350-360.

doi: https://doi.org/10.15690/pf.v21i4.2787

OBOCHOBAHME KOW unu cpeaHeTsxkenon popme. Ho ¢ mapta 2020 r. cTanm
BcnblwKa HOBOM KOPOHaBUPYCHOM MHbeKun COVID-19, nosIBAATLCS CBeAeHUs O 3abofieBaHUK, MOXOXKEM MO Kiu-
Bbl3BaHHOM BupycoM SARS-CoV-2, npuBena K o6baBe- HWYECKMM NposiBAeHUAM Ha 60ne3Hb KaBacaku, conpo-

HWIO MaHAEMMM NO BCEMY MUPY. [leTM NepeHoCUNn AaHHYo BOXJaBLEMCS pa3BUTUEM BbIPaXEHHOro runepBocnanm-
nHdeKumo nerye, yem B3pocnole. bonee yem B 90% cny- Te/IbHOro OTBETa y NauUeHToB, MHPULMPOBAHHBLIX BUPYCOM
yaeB COVID-19 npoTteKaeT y agetei 6ecCMMNTOMHO, B er- SARS-CoV-2 [1, 2]. Co BpeMeHeM 6bi1o chopMyInMpoBaHO



KJIMHUYECKOE onpeaeneHne 3Toro CMHAPOMa, KOTOPbIN Gblf
HasBaH MYNbTUCUCTEMHbLIM BOCMaNMUTENIbHBIM CUHAPOMOM
y aeten (AMBC), cBasaHHbiM ¢ COVID-19: nauMeHT B BO3-
pacte o 21 roga, NOCTynaloWMK ¢ Nnuxopaakon, nabopa-
TOPHbLIMW MPU3HAKaMK BOCMNaneHus (MOBbIWEHWE YPOBHS
C-peaktnBHoro 6enka (CPB)), KIMHUYECKUMU NPU3HaKamMu
TAXenoro 3a6oneBaHus, TPebylowero rocnutannsauuu,
C NMopa)KeHuem [ByX U 6osee CUCTEM OpraHn3Ma W Hamu-
ynem MapKepoB MHdeKuun COVID-19 (o6HapyeHne PHK
SARS-CoV-2, unn obHapy»eHne cneumduruyecKoro aHTureHa
SARS-CoV-2, unn obHapy)eHue cneundUYecKnx aHtuTen
K SARS-CoV) [3]. Y peten ¢ AMBC yacto HabnoaatoTcs
cTonKas nuxopagka (100%), noparkeHue }enyao4yHo-Kuley-
Horo TpaKTta (84%), HapylweHne B paboTe cepaevyHo-cocy-
ANCTOW cucTembl (75%), HeBponornyeckass cMMNTomMaTuKa
(26-56%), pecnupatopHble cumnTombl (12-34%) 1 ocTpas
noyeyHass HepoctaTtoyHocTb (18,2%) [4]. Take B WHO-
CTPaHHOW NuTepaType OnMcaHo HeCKoNbKo ciyyvaes AMBC
y NaLUMEHTOB C BNEPBbIE BbISBNEHHbIM CaxapHbiM AMa6eToM
(C4) 1-ro Tvna (BBCA1l) — Bo BbeTtHame [5], UHauu [6],
CLWA [7] n ErvnTe [8]. B poccuinckon nutepatype onucaH
OAMH cnyyan [9].

KJIMHUYECKHUIA CNYYAH

O naumeHTe

Manb4unK, 7 net. Pe6eHOK OT BTOPOM GEepeMEeHHOCTH,
npoTeKkaBlwen Ha GpoHEe OXKMPEHWUS WM MOBLILIEHHOTrO apTe-
puanbHoro aasneHus (AA) Bo Il TpumecTpe. Poabl cpoy-
Hble, NyTEM MJAHOBOro KecapeBa cedvyeHus (nepsBas 6epe-

MEHHOCTb — KecapeBO ceyeHue). lNpu poxKaeHun anvHa
Tena — 53 cm, macca — 3700 r, no wKane APGAR —
8/9 6annos.. MNpunoxeH K rpyam cpasy. Ha rpyaHoOM BCKapM-
NMBaHun Jo 2,5 mec, ganee Obln nepeBefeH Ha MCKycC-
CTBEHHOE BCKapM/MBaHWe, NPUKOPM BBEAEH MO BO3PACTY.
MNepeHeceHHble 3ab6oneBaHuns: NTHEBMOHMKSA B 2,5 mec, OPBY,
BeTpsiHaga ocna. BakuuHaums 6e3 ocobeHHOCTEN, MO BO3-
pacTy. C paHHero Bo3pacta MMen M36bITOK Macchl Tena.
ANNepronornyeckmMii aHaMHes3 He oTsrouweH. TpaBm, one-
pauut He 6Gblno. HacneacTBEHHOCTb MO 3HAOKPUHOMATHM-
AM: Y MaTtepu — OXupeHue, y 6abylikn No MaTepuHCKOM
NHUKM — CA2.

N3 aHaMHe3a U3BECTHO, YTO B Te4YeHWe 3 Mec /10 MOMEeHTa
rocnuTanu3daumun y pebeHka 0TMevanochb BbiparKEHHOE CHM-
EeHWe Macchl Tena, Ho Xanob Ha Nonuyputo, NOAUAMNMICUIO
He 6b110. 3a 2—3 HefJ A0 MOCTYN/EeHUs B CTauMoHap nauum-
€HT NepeHec OCTPYI0 PECMUMPATOPHYI0 BUPYCHYIO MHOEKLIMIO
(OPBM). 3a 3 agHA o rocnuTanuaaunn NoSBUIUCH FOI0BO-
Kpy»eHue, TaxnKkapams (oo 112 ya./mMuH) n pBoTa. Ha cnegy-
IOLLMIA A€Hb MPUCOEANHUAUCH BblpaXKeHHas claboCTb U COH-
NIMBOCTb, TaXMKapAUS coxpaHanack; 06paTuinch K neauatpy
no MeCTY XWTeNbCTBa, OblI0 MPOBEAEHO MCCNefOBaHWe
YPOBHS T/IOKO3bl KPOBM HaTolwlak. B geHb nocTynneHus
B CTaLMOHap MMMKEMUS HaTollak cocTaBuna 15 MMonb/n.
Bpuragon ckopon MeanLMHCKOM MOMOLLM AOCTaBJIEH B pau-
OHHYI0 GOSIbHULYY MO MECTY XXWUTENbCTBA, MPU MOCTYNIEHUU
rNOKo3a KpoBu — 18,5 MMosb/N, B 06LIEM aHaNn3e MOYU
OTMEYaINCb KETOHYPUS, TNIOKO3YpUs; MPOBOAUNIACE MHOY-
3noHHasa Tepanusa NaCl 0,9% 600 mn, nocne 4ero pebeHoK
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Pediatric Multisystem Inflammatory Syndrome in a Patient
with a Coma with a Hyperosmolar Component in the
Manifestation of Type 1 Diabetes Mellitus: Clinical Case
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1

Background. Due to the rarity of the combination of emergence diabetes mellitus type 1 (DM1), COVID-19, and multisystem
inflammatory syndrome, each reported case represents valuable experience and increases the awareness of medical
professionals. Clinical case description. A 7-year-old boy was admitted to the intensive care unit with a diagnosis of diabetes
mellitus type 1, first identified. On day 2, ketoacidotic coma with a hyperosmolar component developed, a positive polymerase
chain reaction (PCR) test for SARS-CoV-2 was obtained, and a picture of subarachnoid hemorrhage was described according to CT
scans of the brain. On day 3, macrohematuria, peripheral edema, pasty complexion were noted; the clinical picture and laboratory
examination data corresponded to a “cytokine storm” with the development of multiple organ failure. On day 5, tonic-clonic
seizures and bloody discharge from the nasopharynx were noted. On day 6, a negative PCR test for SARS-CoV-2 was obtained, on
chest X-rays there was a heterogeneous decrease in pneumatization in the basal sections on both sides, and bilateral hydrothorax.
On day 9, meningeal symptoms were noted. On day 14, a repeated episode of a convulsive attack was registered, and changes
in the brain according to MRI results were regarded as an inflammatory demyelinating lesion against the background of the
course of multisystem inflammatory syndrome and DM or as posterior reversible encephalopathy (PRES syndrome). Against the
background of the appointment of immunomodulatory, anticoagulant, antibacterial, antiviral therapy, positive dynamics was noted
in the child's condition. On day 18, the patient in a stable condition of moderate severity was transferred to the Department of
Pediatric Endocrinology for further treatment. After 14 days, the child was discharged from the hospital in a satisfactory condition.
Conclusion. This case report may confirm the risk of developing multisystem inflammatory syndrome in children with DM1 and
COVID-19, which requires an interdisciplinary approach and the appointment of therapy included in the standards of management
of children with multisystem inflammatory syndrome.

Keywords: COVID-19 pandemic, emergence diabetes mellitus type 1, paediatric patients, mode of onset, diabetic ketoacidosis,
multisystem inflammatory syndrome in children
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KIUHUYECKUU CNIYHAU

6blN1 4OCTaBNEH B OTAENEHME peaHMMaLnn U UHTEHCUBHOM
Tepanuu (OPUT) MOpPO30BCKOW AETCKOM FOPOACKOM KAWHU-
yeckon 6onbHuLbl (MATKB).

dusuKanbHaa AUArHOCTUKA

Mpu noctynnenunn B OPUT pocT coctasnsan 140 cm (SDS
pocta — +2,56), macca Tena — 38 Kr (SDS UMT — +1,81).
Pe6eHOK Haxoauncs B COCTOSIHUM NYGOKOro OrfylleHus,
no wkane koMbl Masro (LLWKI) — 13 6annos. Temnepatypa
Tena — 37,1 °C. LIBET KOXHbIX MOKPOBOB 6716 4HO-PO30BbIN.
Mpu nccnenoBaHWM MUKPOLUMPKYASLUMKM CUMMNTOM Genoro
natHa (CBIM) — 5 ¢, KOHEYHOCTM XONoAHble Ha OLLynb.
BnaKHOCTb KOXM CHUXKEHa, Typrop 6bi1 coxpaHeH. LinaHo3a,
NacTO3HOCTH, NepPUPEPUYECKUX OTEKOB M CbiNK HE OTMeYa-
nocb. Pe6eHOK Abllian caMoCTOSTENbHO, YPOBEHb HachlLLe-
HUA KpoBM Kucnopogom (SpO,) — 100%. AycKynbTaTMBHO
[blXaHWe O6bl10 BE3WKYNSAPHbIM, PUTM AblXaHUS — Taxu-
MHO3, OTMeYanacb OAblllKa No Tuny AbixaHusa Kyccmayns,
yactoTa pAblxaTenbHbix ABWXeHun (HA4) — 38/MuH.
[emoanHaMunKa ctabunbHasa, A4 — 121/71 Mm pT. CT.,
YyacToTa cepAeyHbix cokpalenun (HCC) — 141 ya./muH.
Mpu aycKynbTaumm cepaLa TOHbl ICHbIE, PUTM Gblf1 NPaBUIb-
HbIM. [1pM OCMOTPE MOJIOCTH pTa A3bIK Obla1 06JI0KEH 6EbIM
HanetoM. XMBOT CUMMETPUYHBIN, HE YBENNYEH, y4acTBYeT
B aKTe AbIXxaHWs, NpW Naibhaunu MArkunii, 601€3HEHHOCTH
He oTMeyvanocb. AyCKynbTaTUBHO MepUCTanbTMKa aKTUBHaS.
leyeHb He BbICTynana u3-noj Kpas npaBon pebepHon ayru.
Mpun ocmoTpe cTyna He 6bino. MoyencnyckaHMe caMocTosi-
TeNbHOE, LBET MOYM XKENTbIN.

MpeaBapuTenbHbIA AUArHO3

Ha ocHoBaHMW aHaMHe3a, AaHHbIXx OCMOTPa M nabopaTop-
HbIX 06c/lefoBaHni BepnPULMpPOBaH anarHo3s: «CaxapHbin ana-
6eT 1-ro TMNa, BNepBbI€ BbISIBJIEHHbIW, OCTPbIM KETOALMA03».

[AnarHocTuyeckue npoueaypbi

MpKM NOCTYNNEeHWM NO [AaHHbIM MUCCNEeAOBaHUSA KUC-
JIOTHO-WeNo4YHoro coctosHua Kposu (KLWIC): pH 6,942
(7,260-7,360), napunanbHoe AaBNeHWe YrNeKUcnoro rasa
(pCO,) — 8,2 MM pT. CT. (37€Cb 1 lanee yKasaHbl pedepeHc-
Hble 3HayeHus 46-58), HacblWeHMe KUCIoOPOAOM KPOBM
(s0,) — 85,2 mm pT. cT. (67-92), Kanuk (K) — 3,7 MMonb/n
(3,5-5,1), Hatpun (Na) — 140,14 mmonb/n (135-145),
KanbLumn (Ca2+) — 1,35 mmonb/n (1,13-1,32), xnop
(Cl) — 121 mmonb/n (98-107), rnoko3a — 19,5 mmonb/n
(3,3-5,5), naktat — 2,2 mmonb/n (0,0-2,2), n36bITOK OCHO-
BaHun (BE) — —-30,5 mmonb/n (-2,9-0,0), KOHUEHTpaLus
6ukap6oHata (HCO5) — 1,7 mmonb/n (24,0-28,0).

B o6wem aHanuse kpoBu (OAK): reMorno6uH o6Lwmnm —
146 r/n (110-140), rematokput — 43,9% (40-48), newn-
Kouuto3 — 18,4 x 109/11 (4,5-13,5), TpoM6OLUTLI —
297 x 109/n (180-320), sputpountsl — 5,11 x 1012/p
(3,8-5), numdoumntbl — 4,3 X 109/n (1,2-3,0).

B 6MOXMMHYECKOM aHanu3e KpoBu: 0oOWMKA 6enoKk —
73 r/n (65-85), anbbymmH — 38 r/n (35-52), noBblWeHKe
YPOBHS KpeaTuHUHa go 89,51 mkmonb/n (20,0-50,0), moye-
BMHa — 3,5 mmonb/n (1,6-4,6), CPb — 1,8 mr/n (0-9),
acnaptatamuHoTpaHcdepasa (ACT) — 15 Ea/n (10-47),
anaHvHamuHoTpaHcdepasa (AJIT) — 15 Ea/n (24-49).

Mo AaHHbLIM KoarynorpamMMbl: aKTUBMPOBAHHOE YacThy-
Hoe TpombonnactTnuHosoe Bpems (A4TB) — 23,1 ¢ (26,9-38,1),
TpombuHoBoe Bpems (TB) — 23,2 ¢ (19,3-28,4), KOHUEH-
Tpauusa ¢ubpuHoreHa — 2,11 r/n (1,89-4,75), mexay-
HapogHoe HopManu3oBaHHoe oTHoweHue (MHO) — 0,92
(0,75-1,25), npotpombuHosoe Bpems — 10,9 ¢ (10-14,6).

Mpn ceponorvyeckoMm wuccnegosavun IgM wun 1gG
K SARS-CoV-2 He 06HapyeHbl.

KnuHu4yecKui guarHos

Ha ocHOBaHMM aHaMHe3a, [aHHbIX nabopaTopHbIX
uccnefoBaHUi M JaHHbIX ocMoTpa BepuduuMpoBaH guar-
HO3: «CaxapHbli AnabeT 1-ro TMna, BNepBble BbIIBEHHbIN,
OCTPbIM KeToaunaos».

AnddepeHumnanbHaa auarHocTUKa

BBuay xapaktepHbix ana C[, aHamHe3a v pe3ynbtatoB
nabopaTopHbIX UcchefoBaHun anddepeHumnanbHas auvar-
HOCTMKa He npoBoauiacs.

MeauuUHCKHUE BMeLllaTeNnbCcTBa

3a Bpemsa HaxoxaeHus B OPUT pebeHOK perynspHo
ocmaTpuBancs BpadyaMu aHecTe3nosioramu-peaHnmaTono-
ramu, HeBponoramu, 3HAOKPUHONOrammn, OTOPUHONAPUHIO-
noramu, Hempoxupypramu. lposoaunuch nabopaTtopHble
(onpeapenenune KLUC, nccnepgosavne OAK 1 6MOXMMUYECKO-
ro aHanuada KpoBu, onpegenenue I1gM, 1gG kK SARS-CoV-2,
TecT MeToAOM rnonumepasHon uenHou peakuyun (MLP)
K SARS-CoV-2, uccnegoBaHWe CMMHHOMO3rTOBOWM MWAKO-
CTW, BaKTepuonornyeckne nocesbl) U UHCTPYMEHTa/bHblE
(peHTreHonornyecKkoe wuccnegoBaHWe OpraHoB TPyaHOM
Knetku (OrK), ynsTpasByKkoBoe uccnegoBanue (Y3U) opra-
HoB 6ptowHon nonoctu (OBI), Y3U nneBpanbHOM nono-
CTW, MarHMTHO-pe3oHaHcHaa Tomorpadusa (MPT) ronosBHoro
mo3ra (M), komnbtoTepHaa Tomorpadusa (KT) 'M, KT OrK,
aneKTpoKapaunorpadusa (IKI), axokapaunorpadus (IxoKrI))
o6cneqoBaHus.

AvHamuKa u ucxopabl

Ha momeHT nepesoaa B OPUT MAIKE cocTosiHne pebeH-
Ka OLEHEHO KaK TAXXeNoe 3a cHeT MeTaboIMYeCcKUX HapyLle-
HWUIN U HEBPONOrMYECKOM cUMNTOMaTUKKU. C LieNbio KOPPEK-
UMM BOAHO-3NEKTPOSIUTHLIX HAPYLEHUA U TUNEPrIMKEMUN
HavyaTa WHOY3MOHHAsA Tepanus T1OKO30-CONeBbLIMU pac-
TBOpamMu C TUTpauuen Ao3bl MHcynuHa (0,05-0,1 Ef/Kr/y)
nof KOHTPO/JEM [IMKEMUU, TaKxe B Tepanuio pobasfeH
feKcameTa3oH 8 Mr 3 pasa B CyTKU. OQHOKpaTHO C Lenbio
npefoTBpauleHms oteka M 6bin BBeaeH B/B KanenbHO
MaHHuTOoN 250 MA.

Ha 2-e cyT HaxoxaeHus B OPUT (4epe3 6 4 OT Havana
Nle4yeHus) B CBA3U C OTCYTCTBMEM MNOMOMKMUTENbHON AWHA-
MUKK no aaHHbiM KLWIC (pH 6,95, BE — -28,5 mmonb/n,
rnokoda — 35 Mmmonb/n, naktat — 1,0 mmonb/n, K —
3,0 mmonb/n, Na — 146 mmonb/n, Cl — 129 mmonb/n) yBe-
nn4yeHa fosa nHeynunHa go 0,1 Ea/Kr/u.

Yepe3s 4 4 nocne KoOppeKUWU [J03bl — [JalibHEN-
llee MNoBbIlIEHWE YPOBHSA [JIIOKO3bl KPOBM; MO [AaHHbIM
KWC: pH 7,018, BE — -24,5 mmonb/n, rnoko3a —

40 mmonb/n, naktat — 1,3 mmonb/n, K — 2,8 mmonb/n,
Na — 153 mmonb/n, Cl — 137 mmonb/n, 03a UHCYNMHa
yBenuyeHa o 0,15 Ea/Kr/4ac.

YynTblBas COXPaHSAIOLWYOCHS TMNOKaIMeEMUIO, OCYLLEeCT-
B/leHa [JoNnonHUTeNbHadA faotauunsa Kanua. Yepes 4 4 nocne
NOBTOPHOIO YBENUYEHUS JO3bl UHCYNIUHA Yy pebeHKa ypOBEHb
CO3HaHWS cHM3uncs ao conopa, WKI — 8 6annos, ¢oTo-
peaKkuua 3padvkoB OcCTaBaliacb XuBad, Temrneparypa Tena
nosbicunack 4o ¢pebpunbHbix LMdp (38,1 °C). CoxpaHanacb
oAbllKa no Tuny AbixaHus Kyccmaynsa, YAO4 — 25/MuH,
TaxuKapaus o 143 ya./mMuH. Anypes 6bi1 NOBbIWEH (OCMO-
OWnypes, Takxe BBoaunca dypocemus).

B cBfA3M C TAKECTbIO COCTOAHUS PEOEHOK OblN UHTYOU-
poBaH M NepeBefleH Ha WUCKYCCTBEHHYIO BEHTUNALMIO Ner-
Knx (MBJ).

B cBfi3n C BblpaxeHHOW runoteH3ven (AL no 84/
41 MM pT. CT.) reMoAMHamMuKa noaaepusanacb NOCTOAH-
HbIM B/B BBE[lEHWEM HOpaapeHannHa 1 MKr/Kr/MuH.



Mo paHHbiM KUWIC: pH 6,961, BE — -24,2 mmonb/n,
rnoKo3da — 38 MMOSb/A, NaktaT — 2,7 mMonb/f, K —
2,9 mmonb/n, Na — 156 mmonb/n, Cl — 147 mmonb/n, 0CMO-
NIAPHOCTb NNa3mbl — 348 MMONb/N.

BepudurumnpoBaH anarHo3: «CaxapHbiv anabet 1-ro tuna,
BMepBble BbISIBJEHHbIN, KETOALMAOTUYECKAN KOMa C runep-
OCMOJIIPHBIM KOMMOHEHTOM>».

K KOHUy 2-Xx CyT AanbHewWwee yxyalweHWe COCTOSHMUSA:
YPOBEHb CO3HaHUA — ymepeHHasa Koma, WK — 7 6annos,
doTopeaKkuma 3pavykoB OTCyTcTBYeT. [10 AaHHbIM Koary-
norpammbl: AHTB — 20 ¢, TB — 33,5 ¢, KOHUEeHTpauus
dunbpuHoreHa — 1,68 r/n, MHO — 1,12, npoTpoM6GUHOBOE
Bpems — 13,3 c. B 6MoOXMMMYECKOM aHanM3e KPOBW MOBbI-
LeHre NpoKaabUMTOHUHA A0 4,26 Hr/mn (0-5) n D-gumepa
[0 2,87 mr/n (0-0,28). Takxke 6bln NOMYYEH NONOXUTENbHbIV
MLP-tecT onpeaenernnsa PHK SARS-CoV-2.

Mo gaHHbIM KT 'M: KapTMHa y4aCcTKOB KPOBOU3NUSAHUM
B BELLECTBE NPaBOM TIOGHOM AON, BUCOYHOM A0NE, a TaKKe
B TEMEHHOW 0N1e CIEBa; MHOXECTBEHHbIE BbICOKOMIOTHbIE
BKJIIOYEHMS MO XOAY NMOBEPXHOCTHbIX BEH U MEKMONYLIAPHOM
LLENW; KapTMHa MOXET COOTBETCTBOBATb CcyGapaxHouaaib-
HOMY KPOBOM3/IUAHWUIO; NMPaBOCTOPOHHUIA STMOWAMUT; OblN
3anoo3peH TPOM603 NOBEPXHOCTHbLIX BEH FO/IOBHOMO MO3-
ra. Mo gaHHbiM KT OTK: gaHHbIX 3@ o4aroBblie U UHPUNLTPA-
TUBHbIE UBMEHEHMS HE NOJSTYYEHO.

MaumeHTy 6bin BbICTaBMiEH AMarHos: «KopoHaBupycHas
nHdeKuus, Bbi3BaHHas BupycoM SARS-CoV-2, caxapHbii
avaéet 1-ro Tmna. KetoaumaotMyeckas Koma ¢ rmnepocmo-
NAPHbIM KOMMOHEHTOM. lNofo3peHne Ha TPOMGO3 MOBEpPX-
HOCTHbIX BEH FO/IOBHOIO MO3ran.

K Tepanuu 6bin go6aBneH NpPOTMBOBMPYCHbIM npenapat
ymudpeHosup 100 Mr yepes 30HA 4 pasa B CYTKWU, MHTMOUTOP
NPOTOHHOM NoMnbl omenpa3zon 20 mr 2 pasa B AeHb Y AMMNUPK-
YeCKM B pamKax 06LLeN aKTUBHOCTM MapKepoB BOCManeHus
aHTUOGMOTMK LIMPOKOro CMeKTpa AEeMCTBUS aMOKCHULIMANWH
C KNnaBynaHoBOW Kucnoton 20 Mr/Kr/cyT B/B 3 pa3a B CyTKM.

Mo AaHHbIM AYNJIEKCHOrO CKaHWPOBAHMUS TPaHCKpPaHM-
a/bHbIX apTEPUN M BEH OTMEYAETCS MOBbILLEHUE NTMHENHbIX
CKOPOCTEWM N0 MarucTpanbHbIM apTePUsIM, MPEUMYLLIECTBEH-
HO B MpaBOM MNojaywapuu (CpenHas Mo3roBasi apTepwus
cnpaBa — 211 cm/c), yBeNNYEHUE NIMHEWHbBIX CKOPOCTEN
no BeHaM Po3eHTans.

Ha ocHoBaHuK nonyveHHbIx pe3ynbratoB KT M ¢ yyeTom
OCHOBHOro 3a60/ieBaHUs, TUMNepKoarynsaumm no AaHHbIM
Koarynorpammbl, CA1, KAMHUYECKON KapTWHbl (YrHETEHWEe
CO3HaHus Ao KoMbl ) y pebeHKka 60nee BeposATeH Tpom603
NOBEPXHOCTHbIX BEH M.

MpvHMMaa BO BHWMaHWE Yrpo3y TPOMOBOTUYECKMX
OCNOXHEHWI, GbiNa fo6aBneHa aHTUKoarynsHTHaa Tepanus
npenapatoM gantenapuH Hatpusa 2500 ME/cyT nogKoxHO
2 pa3a B [IeHb.

Ha 3-u cyT Ha ¢doHe NpoBOAMMOW Tepanuu ypoBEHb
CO3HaHMA NauWeHTa BapbMpoBan OT YMEPEHHOW KOMbl
[0 conopa. Ha ocmMoTp pearMpoBan NpMOTKPbIBAHWEM rNas,
B394 He GuUKcupoBan, Habnwoganca narodranbm, GoTo-
peaKkumsa 3padvykoB Obina ocnabneHa, Ha 60/b pearnpo-
Ba/n rpumacon HeyaoBoNbCTBUS. CyXOXuibHble pedneKcsl
KOHEYHOCTEMN U MblLLIEYHbIV TOHYC CHUMKEHbI. JIuxopaamn cy6-
debpunbHo fo 37,9 °C. Inypes caMoCTOSATENbHbIW, B MO4e
nosiBUIacb MakporeMaTypus.

Mo paHHbiM  KUWC: pH 6,944-7,018, pCO, —
30,9-33,5 MM pT. CT., MoKo3a — 23,4-29,9 mmonb/n,
K — 1,563-1,78 mmonb/n, Na — 156,4-157,4 mmonb/n,
OCMONSAPHOCTb — 338,2-342,7 MMONb/N.

B OAK: remMOrno6uH Ha HUWXHEW rpaHuLEe HOPMbl —
110 r/n, remaToKpuUT CHUXeH Ao 32,2% (40-48), nen-
Kountbl — 5,1 X 109/11 (4,5-13,5), TpOoMbBOUMUTONEHNS

no 120 x 109/n (180-320), aputpouuTsl — 3,77 x 1012/n
(3,8-5), numdbouuTsl — 1 x 109/n.

Mo paHHbIM Koarynorpammbl: AHTB — 30,1 ¢, TB —
41,3 ¢, KoHUeHTpauus dubpuHoreHa — 1,41 r/n, MHO —
1,42, npotpombuHoBOE Bpems — 17 c.

Mo AaHHbIM GMOXMMMYECKOrO aHalM3a KPOBU: TMNOMNPo-
TemHemus o 45 r/n, runoanbbymMuHemus o 26,7 r/n, Nnosbl-
leHMe ypoBHA KpeaTuHuHa o 207,57 MKmonb/n, mMoye-
BWHbI — A0 8,6 MMO/b/N, rMNOKanMemMus A0 2 MMOJb/N
(3,5-5,5), runepHatpuemusa go 163 mmonb/n (130-150),
nosblilweHne ypoBHsa CPB po 41,7 mmonb/n, npoKanbuUu-
TOHMHa — po 21,9 wr/mn, D-gumepa — po 6,33 wmr/n,
depputnHa — po 2210,3 wmkr/an (6-320), anbda-amuna-
3bl — fo 691,7 Eg/n (0-100), naHKpeaTUyeCcKon amu-
nasbl — po 97,08 Ea/n (13-53), KpeaTuHPOCHOKUHA3bI
(KOK) — no 448 Ea/n (24-195), HAaTpUMypeTUHECKMIM NenTua
(proBNP) pe3ko nosblweH — fo 9497 Hr/n, 4TO COOTBETCTBY-
eT TeYeHUIo KapauTa.

Mo paHHbiM Y3U OBIl: renatomeranus, BblpaxeHHbIe
JMHaMUYEeCKMEe U3MEHEHUA KULIeYHWKa, cBOOGOJHas MWA-
KOCTb B HUXXHMX OTAenax.

9x0oKI: KOHTPaKTUIbHOCTb NEBOrO KeNyAo4yKa BbiCOKas,
HacocHas GyHKLUMS B HOpMe. s KoppeKuun runoanbbymm-
HEMUKM NpoBeaeHa TpaHchy3na anbbyMuHa.

K Beyepy 3-x cyT nosiBUIMCb nepudepuyeckne oTeku
(no TMMNy MacTO3HOCTKM) Ha nULE, PyKax, cTonax, nepeaHemn
6plOLWHOM CTeHKeE. Y pebeHKa ¢ nabopaTopHO NOATBEPHKAEH-
HOM HOBOMW KOPOHaBMPYCHOM MHOEKLMEN AMHaMWKa nabo-
paTopHbIX NoKasaTtenen (HapacTaHWe TUNONPOTEUHEMMUMH,
rMnoanb6yMMHEMUU, a30TEMUM, HapPYLIEHME Koarynsuuu,
HapacTaHue D-gumepa B 2 pas3a 3a MocnegHue CyTKM)
C PE3KMM HapacTaHMeM MapKepoB BocnaneHus (bepputu-
Ha, NpoKanbuuToHnHa, CPB), pe3knum nosblweHnem proBNP
(4TO COOTBETCTBYET TEYEHUIO KapawTa), 3NEKTPOSUTHbIMU
HapyweHWIMU (TMNOKaINEMUS, TUNIEPHATPUEMMUS), MaKPO-
remMaTypuen COOTBETCTBYET «LIUTOKMHOBOMY LUTOPMY» C pas-
BWTUEM MOJIMOPraHHON HeOCTAaTOYHOCTH.

B pamMKax [eicTBytoLLero NpoToKkona Noka3aHo BBeAe-
HMEe MOHOKJ/IOHANIbHOrO aHTWTeNa TouunmMsymaba M3 pacyeta
8 MI/Kr B/B KanenbHO OAHOKpPATHO (403a Ha npuem 304 wmr).
TakKe, y4uTbiBasi OTpULATENbHYIO AMHAMUKY, Ha4aTa 3ame-
cTuTenbHaa no4veyHas Tepanusa (3MT) B pexunme CVVHDF
(HenpepbIBHbIM BEHO-BEHO3HbIM remoauanus). B nocese
MOKPOTbI U3 UHTYOALMOHHON TPYOKKN Ha MUKPOdIOpY C onpe-
OENEeHNEM YYBCTBUTENIbHOCTM K a@aHTUOGMOTMKaM OGHapyKeH
Staphylococcus aureus. lNpoBeaeHa acKkanauus aHTMGUOTUKO-
Tepanuu, aMOKCULIM/IMH C KNTaBYNaHOBOW KUCIOTON 3aMEHEH
Ha uedenunm 100 Mr/Kr/geHb. lantenapuH HaTpUst OTMEHEH.

Ha 4-e cyT oTmevaeTcsl MOJIOXKWUTENbHAs AWHaAMMUKa
Ha ¢oHe Tepanun. Co3HaHMe BoccTaHoBMAOCh a0 14-15 6an-
nos no WKl CoxpaHanacb runeptepmusa go 37,4 °C.
lfemogMHamuKka ctabunbHaa (AL pno 118/77 Mm pT. CT.),
B CBfI3M C YeM [103a HopaApeHasnHa CHWKeHa 1o 2 pa3
B CyTKM. OTEKM 1L, BEK, LIEN C HE3HAYUTENbHbIM CHUXKE-
HMEM, COXPaHAEeTCs NacTO3HOCTb BEPXHUX U HUMHUX KOHEY-
HocTew. MNpoaomxaeTcs MakporemMaTtypus.

Mo paHHbiM KLWIC: pH 7,321-7,47, rnoko3a — 12-
27,6 mmonb/n, K — 3,6—4,7 mmonb/n, Na — 137-157 mmonb/n,
naktat — 2,2-4 mmonb/n, Cl — 115-141 mmonb/n, 0CMO-
napHoctb — 304 mMonb/n, remornobuH — 50 r/n.

B OAK: remorno6buH — 70 r/n, rematokput — 19,7%,
neikounTel — 13,4 x 109/n, aputpountsl — 2,25 x 1012/n.

Mo JaHHbIM Koarynorpammbl: AYTB — 47 ¢, TB —
HeT Koarynaumu, KoHueHTpauma ¢éunbpuHoreHa — 1,71 r/n,
MHO — 1,42, npotpombuHoBoe Bpems — 16,9 c.

Mo AaHHbIM GUMOXMMMYECKOro aHanmM3a KPOBM Coxpa-
HAeTca runonpoteMHemua o 46 r/n, runoanbbyMuHe-
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E CLINICAL CASE

KIUHUYECKUU CNIYHAU

MUS 0o 26 r/n, OTMeYaeTcs MONOXUTeNbHaa AUMHaAMMUKa
YPOBHA KpeaTuHWHa — 96,15 MKMonb/n, MOYEBWHbI —
3,8 mmonb/n, CPb — 37,3 MmMonb/n, NpoKanbUWTOHMHE —
6,75 Hr/mn, D-gumepa — 2,02 mr/n, amunassl — 422 Eg/n
(0-100), ypoBeHb GuUOBpUHOreHa CcHWXeH ao 1,71 r/n
(1,89-4,75), oTme4yaeTcs BblpaXKeHHOEe NOBbILEHWE NevYeHoY-
HblX TpaHcamuHaa (ACT — pgo 247 EA/n, ANT — po 74 Ea/n).

Mo aaHHbIM Y3W noyek M Haano4Ye4yHUKOB: yBeInYeHme
JIMHEWHbIX PAa3MepOoB MoYeK.

K KoHUy 4-X cyT Ha GOHe 3/1eMeHTapHOro CO3HaHu4,
YAOBNETBOPUTENBHOIO MbILWEYHOrO TOHYyca, CTaGWIbHOWM
reMOANHAMMUKM, NOMbITOK CAMOCTOATE/IbHOIO AbiXxaHusa pete-
HOK Obla1 3KCTYOGMpOBaH. [bllan camMocTosATeNbHO, AoTa-
UMS KUCNopoJa OcyllecTBAsS/acb Yepes3 JIMLEBYIO MacKYy.
YunTbiBas Npoao/KatoLytocs reMaTypuio U aHEMUIO TsKe-
SOV cTeneHun, NPOBOAUIOCH NEepenuBaHue 3pUTPOLIMTaPHOM
macchbl. lpopomkeHa 3MT B pexxmnme CVVHDF (kpoBb —
80 mn/muH, ananuzaT = 1000 mn/yac, 3ameLllaolmi pac-
tBop = 800 mn/4ac), yaaneHuwe »xumgkoctm — 30 m/4ac.
K neyeHuto go6aBneHa aHTUKoArynsaHTHaa Tepanvsa renapm-
Hom 10 efl/Kr/CyT C NOCTEMEHHbIM CHUXEHWEM [103bl U nepe-
BOAOM Ha MOHOTEpanuio JanTenapuHoOM HaATPUS B MPEKHEN
nosze (2500 ME 2 paza B CYTKM). bbllo NPUHATO pelleHne
0 NpPoBEeAEHMU CMMHHOMO3rOBOM MyHKLMKM ANS TOro, 4TOGbI
UCKIOYUTb MEHUHIO3HLEedaNuT.

K yTpy 5-x cyT 3aKkoH4yeHo npoBeaexHue 3MT B pexume
CVVHDF, Bo3BpaT nonHbin. Takxe yTpom Ha ¢poHe 6ecno-
KOMCTBa OTMEYanncb TOHUKO-K/IOHUYECKME CYI0POru C 3aBe-
JleHWeM rna3 B/ieBO, a 3aTeM BMnpaBo, ¢ 3anageHnem a3blka,
6bln BBeAEH Anazenam 5 mr/mn 2 mn B/B. HecMoTps Ha BBe-
[IEHHbIA NPOTUBOCYAOPOXKHbIN Npenapart, oTMedYaeTcs TOHU-
4YeCKOEe Hanpsi*KeHWe MbllL, TYI0BULLE, HUXKHEN 4YEoCTH,
3anajeHue a3blKa, Cyaoporu yaanocb KynuposaTb MHCYd-
dnaunen cesodnypaHa 6-3,5 06.%. OGHOBPEMEHHO OTMe-
4anocb KPOBSHWUCTOE OTAENSEMOE B YMEPEHHOM Kosn4ye-
CTBE M3 HOCOINOTKU. C y4eTOM ANIUTENBHOCTU CYAOPOKHOIO
npucTyna, MeTaboM4ecKmMx U BOAHO-3IEKTPONMUTHBIX Hapy-
WEHWIM C LIEbIO 3alMTbl HUXKHKUX AblXaTeNbHbIX NyTeW 6bi10
peleHo BHOBb NMepeBecTu nauueHta Ha WMBJ1 noa o6uien
aHecTe3unen ¢ nomoubto ceBodnypaHa 6—-3 06.%. C uenbto
cefauun n CMHXpoHu3aunun ¢ MBJ1 no6aBneHa nekapcTBeH-
Has Tepanus TUOMEHTANOoM HaTpUsa 2 MI/Kr/4, POKYPOHUEM
0,6 Mr/Kr/u.

B OAK: remornobuH — 94 r/n, remaTokput — 26,8%,
nenKounTbl — 12,9 x 1092/n, TpomM60oLMTEl — [0 45 x 109/n,
3apuTpouunThl — 3,12 x 1012/n,

B 6uoxMmMMYEeCcKOM aHanuM3e KPOBW coxpaHsanach
runonpotemHemus Ao 44,9 r/n, runoanbbyMMHEMUA —
no 27,8 r/n, NOBTOPHOE MOBbILWEHUE YPOBHA MOYEBUHbI —
[0 6,8 MMOJb/N, NONIOXKMUTENbHAsA AMHAMUWKA YPOBHS Kpea-
TUHUHA — 79 MKmMonb/n n CPB — 18,9 MMosb/n, ypoBEHb
D-oumepa — go 2,12 mr/n (6e3 BblipaXKEHHOW AUHAMUKM),
ne4yeHoyHble GepMeHTbl cTabunbHo nosbiweHbl (ACT —
no 264 Ef/n, ANIT — po 71,5 Ea/n), oTmevyanocb peskoe
noBblleHne ypoBHA depputuHa — ao 9600 mKr/n (6-320),
BblpaXeHHOe MOoBblWeHWe naKkTtataernaporerHasbol (J140) —
o 2654 En/n (110-295).

Mo paHHbiM Y3W OBIM: ABYCTOPOHHWK TMAPOTOPAKC,
rMAPONEPUTOHEYM, renatomeranus, AMddy3Hble U3MeHe-
HWS NOJKENYA0YHON Kenesbl.

B cB$131 ¢ coxpaHstouencsa runoanbbyMmMHEMUEN K Tepa-
nun ao6aBneHa 3amecTuTeNbHas TpaHchy3us anbOymMu-
Ha 20% 200 mn B/B KanenbHO. TaKxe NMOBTOPHO BBeAEH
Toumnnmaymab m3 pacyeta 8 MI/Kr B/B KanefbHO (Ao03a
Ha npuem 304 wmr).

Ha 6-e cyT nonydyeH oTpuuatenbHbin [MPL-TecT
Ha COVID-19. TpaHcdy3unio anbbyMUHa MauMeHT nepeHec

yaoBnetBoputenibHO. CoxpaHanucb cyodebpuibHas Tem-
nepatypa — no 37,3 °C, 61eHOCTb M NacTO3HOCTb KOXM.
[emogmMHamMunKa ctabunbHas, 63 Ba30TPOMHON MOAAEPKKMN.
MakporemaTtypusi ¢ YMEHbLIEHUEM.

Mo paHHbiM KLUC: gbixaTenbHblM ankanos3 (pH 7,53,
pCO, — 34,2 mm pT. cT., BE — -2,9 MMOnb/n, rMioKo3a —
25,6 mMonb/n, naktaTt — 2,99 mmonb/n, K — 3,1 MMonb/A,
Na — 147 mmonb/n).

B OAK: remornobuH — 87 r/n, rematokput — 24,6%,
nenkountbl — 7,48 x 109/n, TpomGountel — 45 x 109/n,
aputpountel — 2,86 X 1012/n. [To gaHHbIM GUOXMMUYE-
CKOro aHanu3a KpoBW MO CPaBHEHMWIO C Mpeabliaywumu
CyTKamMu OTMevanacb YMEpPEHHas MOJIOXKWUTENbHA AMHAMMU-
Ka ypoBHA obuiero 6enka — o 53 r/n M anbbymmHa —
no 32 r/n, oTpuuartenbHas AUMHAMWKa YPOBHSA KpeaTWHU-
Ha — 0o 146,7 MKMOAb/N U MOYEBWHbI — A0 12,3 MMonb/N,
cTabununsdaunsa yposHa CPb — pgo 5,5 mmonb/n, ypoBeHb
D-amMmepa nosbicuacs B 2 paza — o 5,08 mr/n ¢ noctenex-
HbIM CHUXEHWEM 3a CYTKM Ao 3,95 Mr/n, oTMeYaeTCsi CHUXe-
HWe YPOBHS neyeHo4YHblX TpaHcamuHas (ACT — go 59 Ea/n,
AJIT — po 49 Ean/n), ypoBeHb GMOGPUHOreHa ocTaBasncs CHU-
¥eHHbIM A0 1,33 r/n, ypoBEeHb NPOKabLUUTOHWHA C MONo-
XUTENbHOW AMHaMUKON — fo 2,75 Hr/mn, proBNP cHu3uncs
[0 4885 Hr/n.

Ha peHTreHorpamme OlK: oTpuuatenbHas AWMHaMUKa
(B cpaBHEHWMM C UccneaoBaHWEM 2-X CyT) B BW[E HEOAHO-
POAHOI0 CHWMXXEHWS MHeBMaTU3aLUuK B 6a3anbHblX oTaenax
C 1BYX CTOPOH, ABYCTOPOHHMWI r’MAPOTOPaKC.

Mo paHHbIM 3KI: cuHycoBas Taxukapaus, NPU3HaKK
neperpy3kun npaBoro npeacepamns, AuddysHble USMEHEHMS
B MWOKap/e, BEPOATHO, 3JIEKTPOSUTHOIO XapaKtepa, Nnpu-
3HaKKU JepuunTa Kanus.

YyutbiBas AaHHble aHaMHe3a, KJAMHUYECKOW KapTWHbI,
pe3ynbTaTbl 1abopaToOPHOM M MHCTPYMEHTANIbHOM ANArHOCTU-
KK, y pebeHKka ¢ BBCA1 nmeeT MecTo TsKenoe TeyeHme HoBon
KOPOHaBMPYCHOM MHGOEKLIMU, OCNOXKHMBLLEECS AETCKUM MyJb-
TUCUCTEMHbIM BOCManuTeNbHbiM cuHapomMoM (AMBC).

Mo pelweHUo KOHCUIWMyMa B Tepanuio 6bl1 go6aBfieH
BHYTPMBEHHbIN UMMYHOTN06YNMH U3 pacyeTta 0,4 r/Kr. K KOH-
Ly 6-x cyT 6bln1a NpoBeieHa OTMEHA POKYPOHWS U TUOMEH-
Tana. [Ans Koppekuuu TPOMOOLMTOMEHWW HavyaTo BBeje-
HWe TpoMOOKOoHLeHTpaTa. K Tepanuu go6asneH dpypocemung
B CBA3W C COXPAHAIOLWMMCS OTEYHBIM CUHAPOMOM.

Ha 7-e cyT nonoxutenoHas auHamuka B OAK: remo-
rnobuH — 91 r/n, reMatokpuTt — 26,4%, NenKouuTbl —
6,7 x 109/n, Tpom6oLuTEl — 110 x 109/n1, 3pUTPOLUTLI —
3 x 1012/n. lemaTypun He oTMeyYaeTcs.

Mo gaHHbIM GUMOXMMWYECKOro aHanuM3a KpOoBW: yMme-
pPEHHas MONOXWUTENbHAs AWMHAMWKA YPOBHSA aNbbyMUHA —
no 34 r/n, Mmo4yeBMHbl — A0 11,6 Mmonb/n, anbda-amuna-
3bl — 10 106 Ea/n v D-gumepa — ao 3,17 mr/n, noBblleHWe
YPOBHSA KpeaTuHuHa fo 161,3 mkmonb/n, ACT — 54 Ea/n,
ANNT — 58 Ea/n, dubpuHoreH — 1,32 r/n.

B KAMHWYECKOM aHanu3e CNMHHOMO3TOBOW UAKOCTW:
LUBET A0 LeHTpudyrnpoBaHmna 6ecLBETHbIM, NPO3PayYHOCTb
[0 UEeHTpudyrmpoBaHusa npospadvHas, uuMto3 — 5/3 MKn
(0/3-12/3), 6enok — 0,633 r/n (0,150-0,450).

Mo paHHbIM peHTreHosiorMyecKkoro nccnegoanusa OKI:
BbIPa)€HHON JMHAMWKKM He oTMe4vyaeTcs Mo CPaBHEHWIO
C AaHHbIMKM 6-X CYT, COXPaHSeTCHd HEOAHOPOAHOE CHUKe-
HWe NHeBMaTU3alUMK B 6a3asbHbiX OTAENAX C [IBYX CTOPOH.
Mpu3HaKkun ABYCTOPOHHErO rMapoTOpaKca.

Mo aaHHbIM Y3W nneBpanbHOW NOAOCTU: ABYCTOPOHHUM
rMapoTopaKke, 6onblue crnpaBa, rMNOBEHTUNALNS NeroYHon
TKaHUW B 6a3anbHblX oTAeNax, 60blle crnpaBa.

Mo paHHbIM 3xOKI: }MOKOCTb B MJEBpPasibHOW MOJIOCTH
cneBa — 22 MM, cnpaBa — 24 MM.



Ha 8-e cyT no KLWC komnexcuposaH (pH 7,46, pCO, —
38,4 mm pr. cT,, sO, — 35,3 MMm pT. cT., BE —3,8 mmonb/n,
rnoKkoda — 13,9 mMmonb/n, naktatT — 2 mMmonb/n, K —
3 mmonb/n, Na — 148 mmonb/n, Cl — 118 mmonb/n).

B OAK: remornobuH — 77 r/n, rematokput — 21,3%,
nekounTel — 7,69 x 109/n, TpomGoLMTE — 58 x 109/n,
apuTpounThl — 2,45 x 1012/n,

Mo aaHHbIM GMOXMMMYECKOrO aHanu3a KpPOBW: YPOBEHb
nevyeHoYHbIX TpaHcamuHas npuwen B Hopmy (ACT — 35 Ea/n,
ANT — 37,8 Ea/n), nonoxutenbHas AMHaMUKa YPOBHS
NAIr — po 955 Ea/n v KpeatuHUHa — Ao 122 MKMOSb/N.

Nnxopaant cybdebpunoHo — po 37,7 °C. Mepude-
pUYECKME OTEKU HE OTMEeYatoTcsl, COXpaHAeTcs NacTo3HOCTb
nvua. OgHOKpaTHO NpoBeAeHa CTUMYNSLMSA AWypes3a netne-
BbIMU AMYyPETUKAMM.

[Mo gaHHbIM 3xoKI: 6e3 naTtonoruu.

Ha 9-e cyT npu ocmoTpe oTMeYanucb MEHUHreasbHble
CUMNTOMbI (PUIMAHOCTb 3aTbIIOYHbIX MbIllL, CAabGonoso-
MUTenbHbIM cumnTom KepHura ¢ o6enx CTOPOH). YpoBeEHb
CO3HaHus BoccTaHoBuics Ao 14 6annos no WKI (noBepx-
HOCTHOE ornylweHue). CoxpaHsncs cybbebpunmrer.

Mo gaHHbIM aneKkTpoaHuedanorpadun (33r): anunentu-
GOPMHOM aKTUBHOCTU HEe 3aperncTpuMpoBaHo.

Mo gaHHbiM OAK: remornobuH — 82 r/n, reMaToKpuUT —
23,3%, nenkouutbl — 11,45 x 109/11, TpoMGOUNTEI —
152 x 109/n, aputpounTsl — 2,76 x 1012/,

Mo AaHHbIM GMOXMMUYECKOr0 aHann3a KPOBU: MONOXMK-
TeNbHasa MHAMWKa YPOBHSA KpeaTuHUHA — 10 99 MKMOb/A,
MoyeBUHbl — o 12,1 mmonb/n, NAI — po 964 Ean/n, dep-
puTUHa — o 591 mkr/n, D-gumep — 1,76 mr/n.

Mpy NpoBeAEHUN PEHTreHONOrMYEeCKOoro uccneoBaHus
OlrK: nonoxutenbHas AMHaMKKa Mo CPaBHEHUIO C AaHHbIMU
OT 7-X CyT B BMAE MOBbILLIEHUS MPO3PAYHOCTU 0BOUX NIEMKMUX
N YMEHbLLEHNS NMPU3HAKOB ABYCTOPOHHENO rMApPOTOpPaKca.

Ha 10-e cyT oTmeyanacb ¢pebpuibHasa Temnepatypa —
no 38,1 °C. YpoBeHb co3HaHusa ao 14 6annos no KK
COXpaHsieTcs.

[To gaHHbIM peHTreHonorn4yeckoro ncenepgoBaHus OrK:
OTMEYaeTCs YMEHbLUEHWE BbINOTa B NPaBOK NaeBpasibHOWM
NnosiocT, B oCTaNlbHOM 6€3 IMHAMUKW.

Mo paHHbIM Y3W nneBpanbHOW MOMOCTU: COXPaHAKOTCA
NPU3HaKKN NEeBOCTOPOHHEro rMpoTopaKca.

B OAK: remorno6uH — 81 r/n, rematokput — 24,1%,
neikounTbl — 12,41 x 109/n, aputpountsl — 2,73 x 1012/n.

Mo AaHHbIM GUOXMMMWYECKOro aHann3a KpPOoBMW: NPOAON-
KAETCS MONOXKUTENIbHAS ANHAMMKA B BUIE CHUMKEHUS YPOBHS
KpeaTuHWHa A0 76 MKMO/b/N, MOYeBUHbI — A0 10 Mmonb/n,
depputuHa — po 557,6 mkr/n, AT — po 790 Ea/n.

B Tepanuu npoBeaeHa oTMeHa ymudeHoBupa. B cBA3un
C AblxaTeNlbHbIM auuao3om no AaHHbiM KLC (pH 7,269-
7,372,pC0O, — 38,3-58,7 mm pT. cT., K— 4,1-5,3 Mmmonb/n,
Na — 140-142 mmonb/n, Cl — 110-112 mmonb/n, rio-
Ko3da — 10,3-25 mmonb/n, naktat — 1,1-2 mMmonb/n,
BE — +1 MMoOnb/n) yBenuyeHa abixaTefibHas NogAepKKa.

Ha 11-e cyT remoaMHamMuKa ocTaBanacb CTabWbHOWM
6e3 MeMKaMeHTO3HON NoAAEPKKM. [1NaHNMPOBaNoCh YyMEHb-
weHue napameTtpoB MUBJ1. 3a cyTKun oTMe4Yanuch 2 anu3oaa
nuxopaakm ao 38 °C u oTpuuaTenbHas AMHAMWKa PEHTIEHO-
JIOFMYECKUX NMOKasaTenen B BUAE NOABAEHUA UHOUNbTpa-
TUBHbIX TEHEN cneBa, B CBA3M C YeM OblSI0 MPUHATO pelleHne
0 KOHTPOJIe MapKepoB BOCMNaNeHNs C LieSbIo PaCCMOTPEHUS
YCUNEHNS Tepanuu.

B OAK: remorno6uH — 104 r/n, rematokput — 30,9%,
neikounTbl — 15,5 x 109/n, Tpom6oLmTel — 122 x 109/n,
aputpounThl — 3,41 x 10%2/n.

B GMOXMMMYECKOM aHanM3e KpPoBW: FMMOMNPOTEUHEMUS
C YMeHbLUEeHWeM a0 65 r/n, ypoBeHb KpeaTUuHUHaA CTabuIn3u-

poBancs ao 68,49 MKMOJb/N, rMnoanbOyMUHEMUS C NMONOXKHK-
TeNbHOW AMHaMUKOW — Ao 33 1/, ypOBEHb NPOKanbLMUTOHHU-
Ha B npeaenax pedepeHCHblx 3Ha4yeHun — 0,27 Hr/MA.

B cBA3nM ¢ runokannemuen fo 3,1 Mmonb/n NoBTOpP-
HO BBe/fleHa B Tepanwuto AOMOSHUTENbHAsA A0TaLMa Kanus.
lNpoBegeHa cMeHa aHTMOaKTepuanbHOW Tepanuu B CBS-
31 C COXPaHSIOLLIENCS NMXOPAAKOM, OTpULIATENbHOW AWHA-
MWKOWM MO AaHHbIM peHTreHorpadum OFK m Hanuyunem
Staphylococcus aureus B MOKpOTE — OTMEHEH Ledenum,
B Tepanutio gob6asneHbl MeponeHeM 60 Mr/Kr/cyT n BaHKO-
MUUMH 40 Mmr/Kr/cyT. Bbina npogosiKeHa Tepanua geKkca-
METa30HOM B MpPEXHEW A03€ B CYTKU W aHTUKOArynsHTHas
Tepanua gantenapuvHom Hatpusa 2500 ME 2 pa3sa B CYTKM.
0O6beM B/B MHPY3UKN C YMEHbLUEHNEM B CBA3W C HaIUUYNEM
CBOOO/IHOM }KWAKOCTM B MNEBPasibHOM U OPIOLWHOM NOMAOCTSX.

Ha 12-e cyt no KLLUC metabonnyeckumn ankanos (pH 7,486—
7,537, pCO, — 32,6-58,7 Mm pT. cT., K — 3-4,3 mmonb/f,
Na — 139-143 mmonb/n, Cl — 103-106 MMonb/N, FoKo3a —
7,4-24,4 mmonb/n, naktat — 1,2-2,8 mMmonb/n). CoxpaHsieTcs
CKJIOHHOCTb K hebpunbHon Temnepatype (ao 38,2 °C).

B OAK: remorno6ux — 100 r/n, neikounTtsl — 10,4 x 1012 /n,
TpoMOGOUUTEl — 274 X 1012/n. B 6uoxnMmyeckom aHa-
In3€e KPOBW COXPAHSAETCA yMepeHHas runoanbbymuHe-
Mus — fgo 32 r/n, yMepeHHas oTpuuaTenbHas AMHaMuKa
YPOBHS obuiero 6enka — Ao 57 r/n, NoBbllWEHWE MOYEBMU-
Hbl — A0 10 MMOJb/N, CTaBUNN3NPOBANCS YPOBEHb KpeaTu-
HWHa — 67 MKMOJb/N, NONIOXKUTENbHAA AMHAMWKa YPOBHS
NnAar — pno 666 Ea/n, depputuHa — o 487 MKr/n, ypoBeEHb
D-gumepa ¢ ymepeHHbiM noBbiweHnem — go 0,86 mr/n.
MpK noceBe COAEPKMMOro NMyHKLMOHHOM GUOMCUN FPYAHOM
*enesbl Ha MUKPODOopy C onpeae/ieHMeM HYyBCTBUTENbHO-
CTW K aHTUBUOTMKaM o6HapyeH Enterococcus gallinarum.

K KoHUy 13-x cyT pebeHOK 3KCTybupoBaH, AblXxaHue
camMoCTOoATeNbHOE C NMOMOLLbIO MLEBON MacKu. B TeyeHne
CYTOK Nnxopaaut cybdebpunbHo (ao 37,4 °C). Mo LWKI —
14 6annoB. CoxpaHsaeTcs NacTO3HOCTb uLia.

B OAK: remornobuH — 95 r/n, rematokput — 28,9%,
neikounTel — 8,7 x 109/n, TpombouuTel — 200 x 109/n,
aputpouuThl — 3,14 x 1012/,

K KoHuy 13-x cyT Koarynorpamma B npegenax peode-
PEHCHbIX 3HAYEHWM.

Ha 14-e cyT oTpuuaTtenbHas AMHaMMKa 3a CYeT pas-
BMBLLEroCs CyAOPOXKHOro npucTtyna. Bo Bpemsa ocmoTtpa
3aduMKcMpoBaHO 2 doKallbHbIX FMMNOMOTOPHbLIX MpPUCTyna
B BMWIE BEpcuMM B30Opa BBEPX M BMNpPaBO, MPOAOIHKUTENb-
HOCTb nepBoro npuctyna 1 muH, yeped 30 C MNOBTOPHbLIN
NPUCTYN ANUTENbHOCTLIO OKONO 2 MUH. Y4uTbiBas cepuiiHoe
TeyeHue npucTyna, BBeAeH Anasenam. Yepes 30 MUH nocne
BBEAEHMS OTMevancs TpeTuh npuctyn. focne KoHcynbTa-
UMM HeBponora B Tepanuio AoGaB/EeHbl neBeTMpaLeTam
30 Mr/Kr/cyT B 2 BBeAeHUs B/B W TUOMEHTaN HaTpus
2,2 mr/Kr/cyT. CoxpaHsieTcs MOBbllWeHHas Temnepartypa
Tena go 38,1 °C. lNpu noceBe acnuparta TPaxem Ha MUKPO-
dnopy c onpeaeneHnem YyBCTBUTENbHOCTH K aHTUGUOTUKAM
o6HapyeH Staphylococcus haemolyticus.

Mo gaHHbIM MPT I'M ¢ KoHTpacTupoBaHnem: MP-kapTuHa
MHOECTBEHHbIX 04aroB NaTol0rM4ecKoro curHana B 6e1om
BellecTBe 60/bLINX NOYLLIAPUIA, MO3OIMCTOM TeNe 1 B CTBO-
Nle ¢ NpM3HaKkamu cnaboro nepndoKanbHOro OTeKa, MENKUX
Y4aCTKOB reMopparM4yeckoro nponuTbiBaHUs B 60MbLIMX
nosyliapusix 1 NpoAosroBatom mo3are (auddepeHLnpoBaTh,
B MepBYylO 04epedb, C OCTPbIM AEMUENUHUIUPYIOWMM NPO-
LLleCcCoM, OCTPbIM [UCCEMUHUPOBAHHbLIM 3HLEbanoOMUenu-
TOM), YMEPEHHOE paclUMpeHe BOKOBbIX KENMYNO4YKOB.

Mo paHHbIM MP-BeHOrpaduu: natonorvyeckas WU3BU-
TOCTb JIEBOV MO3BOHOYHOM apTeEPHM, aCUMMETPUSA BEHO3HO-
ro otToka (D < S).
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g CLINICAL CASE

KIUHUYECKUU CNIYHAU

Ha 15-e cyT coxpaHsnack cy6dpebpuibHasa Temnepatypa
Tena — o 37,9 °C. B Havyane CyTOK OTMEHEH TWONeHTan
HaTpus, Nocse OTMEHbl B TEYEHME CYTOK Cy0pOr He OTMe-
yanocb. CtabunmnaupoBancs yposeHb KOK — po 51 Eg/n,
YypOBeHb anbbymMuHa npuwen B HopMy — 39 r/1, coxpaHsacs
NOBbIWEHHbIV YpOBEHb MO4YEBUHBI — A0 10,4 MMONb/1, yme-
peHHas runoanbbyMmmMHeMUs — A0 63, 1/ C NONOXKUTENbHOM
IMHaMWKOW 3a CYTKW, MOJSIOKMUTENbHAA AWHAMMUKa YypOB-
Ha D-aumepa — pgo 0,67 mr/n, oTpuuaTenbHas AMHaMMUKa
B BMAE NOBbLILIEHUS YPOBHS GEPPUTMHA B Te4eHMe nocnen-
HUX ABYX CYTOK — Ao 768,4 mKr/n. MNpu nocese acnupaTta
Tpaxeun Ha MUKPObIopyY C onpeaeneHnemM YyBCTBUTENbHOCTH
K aHTMOMOTMKaM o0B6HapyxeH Staphylococcus epidermidis.

Mo gaHHbIM Y3UM OBI1: ymepeHHble anddy3Hbie n3MeHe-
HUS B MapeHXUMe W yBENMYEHUE Pa3MEPOB MOYEK, MUHM-
MaslbHOE KOMYEeCTBO rMapoTopaKca cneBa.

[Mo gaHHbIM 9Xx0KI: matonormum He BbiIBAEHO.

BbiaBneHHble nameHenusa 'M no peadynstatam MPT pac-
LEHEeHbl B paMKax BOCMNanWUTeNlbHO-AEMUENTUHUINPYIOLLETO
nopaeHus Ha ¢oHe TeveHuss AMBC n C[] nnb6o Kak 3agHas
obpatnmasn aHuedanonatua (PRES-cuHgpom). Mo cornaco-
BaHMIO C 9HOKPUHOIOrOM M PEBMAaTO/I0rOM HavyaTo npoBe-
[leHne nynbc-Tepanuu jeKkcameTa3oHom 12 Mr 2 pasa B cyT-
Ku B/B. B CBfI3W ¢ 9TUM yBeMYeHa A03a MHCYNMHOTEpPanuu
no 0,2-0,25 Ea/kr/yac. Takxke pob6aBneHa aHTUMUKOTHUYe-
CKas Tepanus GyKoHa3on10om 8 Mr/Kr/cyT B/B.

Ha 16-e cyT no gaHHbIM MPT 'M ¢ KOHTpacTUpOBaHUEM:
MP-KapTvHa He6ONbLIOrO YBENMYEHUS paHEE OTMEYEHHbIX
04yaroB B TEMEHHO-3aTbI/IOYHbIX 061aCTAX C [BYX CTOPOH,
o6pasylounx CnuMBHble GOKYCbl, MPOSBIEHNE HEMHOrO-
YUCNEHHbIX «HOBbIX» TOYEYHbIX O4aroB remopparv4yeckoro
NPONWUTbIBaHMSA B GOMbLIMX MONylWapuax, Menkoro dokyca
HaKoMnJeHWs nNpenaparta B NpaBoOM Tajamyce U B Cy6KOPTH-
KanbHOM 6efioM BellecTBe 1eBOM TeMeHHON fonu (andde-
peHLMPOBATh, B MEPBYIO 04epeb, C OCTPbIM AEMUENTUHUSN-
PYIOLIMM MPOLLECCOM); YMEPEHHO BbIPaXXEHHOE pacliMpeHne
GOKOBbIX XeNyA04KOB.

Mo paHHbiM 33l 3nuNenTMPOPMHON aKTUBHOCTH
He 3aperucTpupoBaHo.

YuuTbiBas conyTtcTBylowmnmn anarHo3 BBCAL, y pebeHka
6bl/I0 OCNOXKHEHWE BUMPYCHON MHOEKLMUKU B BMAE CUHAPOMA
aKTuBauun makpodaros (BTOpUYHOro rematodarouuTap-
HOro CMHAPOMA), O YEM CBMAETENbCTBYIOT nabopaTopHble
nokasaTenu (nemKoneHus, TPOMGOLIUTONEHNS, NOBbILLIEHNE
ACT, ANIT, N4, depputnHa). CHHAPOM aKTUBaLUK Makpoda-
roB fIBNSETCH CNeACTBMEM MacCUPOBaAHHOW HEKOHTPOMMPY-
€eMOoW aKTMBaLMWU MMMYHHOW CUCTEMbI, CNIPOBOLIMPOBAHHOM
OCTPOM BUPYCHOW MHDEKLMeN. [NoparkeHne LeHTpanbHOM
HEPBHOW CUCTEMbI, ONUCaHHOE Mo AaHHbIM MPT, BO3MOX-
HO, KaK OCNOXHEHWE MepeHeCceHHOoM BUPYCHOM MHObEKLMH,
He sBnseTcsa ocnoxHeHnem IMBC B ¢BSi3W C ero oTCyTCTBMU-
€My 1aHHOr 0 NauuMeHTa B HacTosILLEE BPEMS, HTO HE UCKIIHO-
yaeT dopmupoBaHme OMBC B nocnegylowmnm y pebeHka
¢ CA1. OTmevaeTcs NoNoXKUTEbHAA AMHAMUKA B BUAE CHMU-
KEHUS YPOBHS NaHKpeaTMYeCKOM amunasbl 10 HOPMabHbIX
3HavyeHun — 21,93 Eg/n, AT — po 451 Ep/n, depputu-
Ha — [0 665,8 MKr/n, ypoBeHb D-gumepa 6e€3 M3MeHe-
HUM — 0,67 mr/n. B TedeHune cnepyouwmx 2 cyt (17-e, 18-e)
nmxopanku He otmedanock. LK — 14-15 6annos. OTeKkoB
M NacTO3HOCTU NMLA HEe OTMeYanochk. [bixaHne camocTos-
TenbHoe. lemMoaMHamuKka cTabunbHas. OTMevanocb CHMU-
YKEHUE MNI0OKO3bl HUXKE LIeNIEBbIX 3HAYEHUI, B CBSA3U C YeM
BBoaunca pacteop 40% rnoKo3bl M Oblla CHUXEHA [J03a
MHCYNMHA.

Ha 18-e cyT pe6eHOK B CTabW/ibHOM COCTOSIHUM CpeaHEN
TAXECTU Obln nepeBefeH B OTAeNneHue AEeTCKOW 3HO0KPU-
HONOrMKM NS AanbHenwero nevyenus. Yepes 14 aHen 6bin

BbIMMCaAH M3 cTalMoHapa B yAOBJIETBOPUTENIbHOM COCTOSI-
HWUM KJIMHUYECKOW KomneHcauum BBCAL.

MporHos

B cBSi3W ¢ penKocTblo NMoJo6GHOro ciyyass nocTpoeHue
[JanbHeNIMX NPOrHO30B 3aTpyaHEHO M TpebyeT ambyna-
TOPHOro HaGMOAEHUS MaUMeHTa C OLLEHKOW JMHAMUKKU ero
COCTOSIHMS.

BpemeHHas wKana
XpoHonorusa TedeHns 60/1e3HM NaumeHTa, ee KnnyeBble
CO6bITUS U NPOrHO3 NPeACTaB/EHbl Ha PUCYHKE.

OBCYXAEHME

CornacHo fJaHHbIM UCCneaoBaHWi, JeTM U B3pochble
OAMHAKOBO MOABEPIKEHbI PUCKY 3apaxeHns Bupycom SARS-
CoV-2 [10], xoTs geTcKas KoropTa nauuMeHToB B 60see ner-
Kow dopMe, YeM B3POCble, NEPEHOCUT MHPEKLMIO, a TaKKe
yalle MmeeT 6naronpUATHbIR NPOrHO3 Te4yeHus 3aboneBaHus
M HU3KKUI pucK cmepTn [11, 12]. Ho aetu v nogpoctku ¢ CA1,
OXXUMPEHUEM, apTepuanbHON runepTeH3nen, UMmMyHoaedu-
LMTaMu, 3/T0Ka4eCTBEHHbIMWU HOBOOGPA30BaAHUAMM, XPOHMU-
YECKMMW pecnupaTopHbiMM 3ab60/ieBaHUAMMU (MYKOBUCLIN-
[103, TSXKenaa actma v T.4.) 6onee NoABEPKEHbI Pa3BUTUIO
TAXENoro Te4eHns 3aboneBaHns U OCNOXKHEHUAM, Bbl3BaH-
HbIM MHeKuMen, TakuM Kak IMBC [11]. Tak)Ke HeKOTOpble
ncenenoBaHusa roBopsaT O TOM, YTO TMNEPIIMKEMUSA U BNep-
Bble BbISIBNEHHbIA C, MOryT pacueHUBaTbCa KaK BO3MOX-
Hble nocneacteua COVID-19, ocob6eHHO cpean rocnuTanu-
3MpPOBaHHbIX AeTen n B3pocnbix [13, 14]. B anpene 2020 1.
npeactaBuTenM 3apaBooxpaHeHuMs BennkoGputaHumu
coobuwmnn o nepsBbix ciayvasax JMBC. NMepBoHavyanbHO Kau-
HUYECKYID KapTUHY cpaBHMBanM ¢ 60fe3Hbl0 KaBacaku
M CMHAPOMOM TOKCMYECKOrO LIOKa M3-3a CYLLEeCTBYIOLETO
cxoactBa. OgHako no mepe pa3BuTtua naHaemumn COVID-19
OMBC Havan cyuTaTbCqd HOBbLIM PEAKMM CaMOCTOSTEb-
HbIM KIMHUYECKUM nposBaeHnem. OH MOXET pa3BUBaTbLCH
y MNaUMEHTOB Kak ¢ 6eCCUMMTOMHbIM TEeYEHUEM MHPEKLUK
SARS-CoV-2, TaK 1 ¢ XxapaKTepHbIMU ANs AaHHON MHDEKL MK
KJIMHUYECKMMU MPOSIBIEHUSAMM, a TaKKe Yy paHee 340pOo-
BbIX Ntogen. PaHHMe uccnegoBaHusa nokasanu, 4to AMBC
oTMevaeTca y 1 n3 3—-4 Tbic. AeTen nocne 3aparKeHus
SARS-CoV-2 [15-18]. MexaHuambl natoreHeza MBC BBuay
WX CJIOKHOCTM TMONHOCTbIO HE BbIICHEHbl. Ha cerogHaLl-
HUW AEeHb BblAeNEHbl TPU TMNOTESbI, KOTOPblE MOTYT GbiTb
CBfiI3aHbl C pa3BWUTMEM CHHAPOMA: a) CynepaHTUreHHbIN
npodunb cnankosoro 6enka SARS-CoV-2; 6) XpOHUYECKHH
OTBET Ha BO3AENCTBME BUPYCHOrO aHTUreHa; B) BbipaboT-
Ka ayToaHTUTeNn B OTBET Ha BUPYCHYIO MHeKuumto [19, 20].
A TponHocTb Bupyca SARS-CoV-2 K TKaHfIM psiija OpraHoB
Oblna [JOKalaHa o6HapyxeHueM aHTureHoB SARS-CoV-2
B NIErKUX, cepjLie, NoYKax, nevyeHu, cene3eHKe 1 rooBHOro
mo3re geteu, ymepwux ot AMBC, n npeanonaraet npsimoe
Bo3aencteme SARS-CoV-2 Ha TKaHu, y4acTByloWMmMe B runep-
BOCNanuTenbHOM peakuuu [19]. AnabeTnyecknin Ketoaum-
103 ¥ TMNepPrinkeMnYyeckoe rmnepocMonsipHoe CoOCToHUe
(F'rC) aBnat0TCA Cepbe3HbIMU OCIOXHEHUAMU, acCoLUMUPO-
BaHHbiMK ¢ C[I. TC y geten BCTpeyaeTca peako, u MHdop-
Maums no MC y geten B OCHOBHOM OrpaHuyeHa cepusmu
cnyyaeB < 1% Bcex rocnuvTanvsaluui, ¢ 3aperMcTpupoBaH-
HOW CMepPTHOCTbI0 24% M OCTAaTOYHbIMU HEBPOIOIMYECKUMMU
aneHuamu B 35-50% cnyvasx [21, 22]. BBuay peakoctu
coyeTaHmnsa BBCA1, COVID-19 n AMBC 1 BbICOKOro pucka
pPa3BUTUS KUBHEYIPOXKAIOLWErO COCTOSHWUA KaXKAbli 3ape-
TMCTPMPOBAHHbLIM CnyyYyan npeacTtaBaser COO0M LIEHHbIN
ONbIT /19 MOBbILWEHUS 0CBEAOM/IEHHOCTU Cpean MeaULIMH-
CKMUX paBOTHUKOB.



Ha ocHoBaHuu CHUKeHMe ypOoBHS YpoBeHb CO3HaHUSA YpoBeHb CO3HaHUSA 3nn304 TOHUKO-
[aHHbIX CO3HaHua Jo conopa, CHU3UNCA BOCCTaHOBMACSA KJIOHWYECKUX CYAOPOT.
aHamHesa, LWKI — 8 6annos.. 10 yMEpPEHHOW no 14-15 6annos HecmoTtps
ocMoTpa TemnepaTtypa KOMbI. CHU3uUAUCh no LWKT. Temnepatypa Ha BBEAEHHbIN
1 nabopaTopHbIX Tena nosbICcMNach CYXOXWNbHblE Tena nojHMmanach NPOTUBOCYLOPOXKHbIN
o6cnepoBaHui [0 debpunbHomn pednekchl [0 cy6debpusibHbIX Lndp npenapat, oTMeYanuchb
BepuduLmMpoBaH (38,1 °C). Mo gaHHbIM 1 MblLUEYHbIN (37,4 °C). He3HauuTenbHoe TOHWYECKOoe HanpseHne
[narHos: nabopaTopHbIX TOHyc. OTmMeYanuch CHWYXEHWE BblPaXeHHOCTH MbILL TY0BMLLA,
«CaxapHblit guabet o6cnenoBaHuim: MaKporemartypus OTEKOB N1ua, BEK HUMHEN YenocTH,
1-ro TMNa, BNepBble runokanMemums, 1 nepudepuyeckne 1 LWeKn, coxpaHsaeTca 3anafeHune A3blka,
BbISIB/IEHHbIN, NoBbIWEHWE YPOBHSA oTeKu. Mo agaHHbIM NacTO3HOCTb BEPXHUX O[HOBPEMEHHO
OCTpbIn npoKanbLMUTOHUHA, nabopaTopHbIX N HUXHUX KOHEYHOCTEWN. oTmMeYanochb
KeToaumaosa». D-gumepa, o6cnefoBaHui: lfemoanHamMuKa KpoBSiHUCTOE
YpoBeHb OCMOJIAPHOCTb Maa3mbl runoKkanuemus, cTtabunbHa. Mo gaHHbIM oTaensemMoe
CO3HaHWa — KPOBM NoBbICKUNach rMNonpoTenHemMus, nabopaTopHbIX B YMEPEHHOM
rny6okoe 0 348 mMonb/n. rmnoanbéyMmHemus, o6cnefoBaHui: Konun4yecTtee
ornyweHxue, MonyyeH NoBbIEHWE YPOBHSA CHUXeHue remornobuHa M3 HOCOTNOTKMU.
LUK — 13 6annos.. NONOXKUTENbHbIN KpeaTuHWHa, 1 BblpaXeHHoe MoBTOpHO NepeBefeH
Mo aaHHbIM MLUP-tect kK SARS-CoV-2. MOY€EBUHbI, NOBbIWEHNE NEeYEHOYHbIX Ha UBJ1. B OAK
nabopaTopHbIX OTmeyanach runoTeH3us CPB, D-aumepa, TpaHcamuHa3s. o gaHHbIM COXPaHAETCA HU3KUI
o6cnepoBaHuni [0 84/41 MM pT. CT. NpOKasbLUUTOHUHA, Y3W: yBenunyenune ypOBeHb reMornobuHa,
oTMeyvanocb Ha MPT I'M: kapTuHa deppuTHHa, NIMHEWHbIX pa3MepoB TpoMbouUTONEHMUS,
rnoBbllWeHNe MOXET COOTBETCTBOBATb K®K, proBNP. noyek. Ha ¢poHe NanbHelllee NoBbllleHne
KpeaTuHWHa cybapaxHouganbHomy Mo gaHHbIM Y3U 3/1eMeHTapHoro deppuTuHa, JIAT.
W CHUXKEHNe KPOBOU3UAHUIO. OBIN: renatomeranus, CO3HaHwus, y10BNeTBO- B MOKpoTe 06Hapy»eH
A4YTB Y nauneHTa passunacb BblpaXeHHble PUTENBHOIO MbILLEYHOro Staphylococcus
KeToaungoTnyecKas OMHaMuyeckue TOHyca, cTabunbHOM aureus lll ctenenu
Koma N3MeHeHUs reMoAvHaMUKK, NONbITOK o6CeMeHeHHOCTH.
C rMnepocMoOJI pHbLIM KWLWEeYHKKa, CaMOCTOATENIbHOIO Mo Y3W ONB:
KOMMOHEHTOM cB06OHAsA MNAKOCTb [blXxaHus npoBefeHa [BYCTOPOHHUNI
B HUXHUX oTAenax 3KCcTy6aums rMapoTopaKc

MonyyeH oTpuLATENbHbINA Ha doHe Tepanuu OTMeYannucb MeHUHreanbHble CoxpaHsertcs ¢pebpuibHas

MLP-TecT K SARS-CoV-2. oTMeyvaeTcs CUMNTOMbI (PUrMAHOCTb Temnepartypa Tena go 38 °C.
YMeHbLIEHNE BbIpaXKEHHOCTH NoNoXuTenbHas 3aTblI0YHbIX MbILUL,, CUMNTOM OTpuuaTtenbHas gUHamMUKa
MaKporemaTtypuu. lemogMHamuka AVHaMUKa YPOBHS KepHura ¢ o6enx cTopoH). YpoBeHb PEHTreHONOornYecKmx
cTabunbHasa 6e3 NoAAEPKKH. remorno6buHa, CO3HaHWsa BOCCTaHOBMCSA A0 nokasartenen B Buae
Mo peHTreHy OrK: oTpuuatenbHas anbbymuHa, 14 6annos no LUKI (noBepxHocTHOE NosiBIEHUSA UHOUNBTPATUBHbBIX

TeHel cneBa. 10 AaHHbIM
nabopaTopHbIx 06CNefoBaHWk:
runonpoTenHemMus
C YMeHbLLEeHWeM,
YPOBEHb KpeaTuHUHa
cTabunusunposancs,
runoanbbyMUHeMus
C NONOXKUTENBHOWM
[IMHaMUKON, ypOBEHb
NPOKanbLUTOHWHA
B npefenax pepepeHcHbIx
3HaYeHuI, coxpaHseTcs

AMHaMUKa B BUAe HEOAHOPOAHOro
CHUXEHUS NHeBMaTU3aLmm
B 6a3a/bHblX OTAENax C ABYX
CTOPOH, ABYCTOPOHHUW
rmapoTtopakc. Mo gaHHbiM JKT:
CUHYCOBas TaxuKkapaus,
NPU3HaKK NeperpysK1 NnpaBoro
npeacepavs, audodysHole
M3MEHEeHUs B MUOKapae,
BEPOATHO, ANEKTPOSIUTHOIO
XapaKTtepa, NnpudHaku geduunta
Kanus. BepuduumnpoBaH

MOY€eBUHbI, anbda-
amunasbl M D-gumepa,
HO coxpaHsieTcs
BbICOKMI YPOBEHb
KpeaTuHWHa. AHanun3
NIMKBOpa: UMT03 5/3 MKN
(Hopma 0/3-12/3),
6enok 0,633 r/n
(Hopma 0,150-0,450).
Mo paHHbIM IxoKT:
KUAKOCTb
B NAeBpasibHOM NOAOCTH

ornywenue). Mo agaHHbIM 3T
3aNMNenTMPOPMHON aKTUBHOCTH
He 3aperucTpupoBaHo. Mo aAaHHbIM
peHTreHa OrK: nonoxuTenbHas
AMHaMWKa B BMAE NOBbIWEHUS
NpPO3pPavyHOCTU 060UX NErKMUX
1 YMEHbLIEHUS NPU3HAKOB
[BYCTOPOHHETO rMapoTopaKca.
o AaHHbIM NaGoPATOPHbIX
o6cneaoBaHnit: NONOXKUTENBHASNA
OMHAMUWKa B BUAE CHUXKEHUSA
YPOBHS KpeaTUHUHA, MOYEBHHBI,

avarHos IMBC C ABYX CTOPOH depputnHa, D-gumepa rmnokannemms
PUCYHOK. XpOHONOrns Te4eHns 601e3HHU, ee KNto4YeBble MOMEHTbI ¥ MPOrHO3
Figure. The chronology of the course of the disease, key points and prognosis
lMpumeyarnmne. LWKI — wkana Kombl [masro; AYTB — aKTMBMpPOBaHHOE Y4acTM4yHOe TpombonnacTuHosoe Bpems; TMUP —

nonumepasHas uenHaa peakuums; MPT — marHuTHo-pe3oHaHcHas Tomorpadus; 'M — ronoBHoi mo3r; CPE — C-peaKTuBHbIN 6eN0K;
K®PK — KpeatnHdpochokuHasa; proBNP — HaTpuiypetnudeckuit nentuna; Y3W — ynbTpa3BykoBoe uccnegoaxue; ObIN — opraHbl 6ptolHON
nonoctu; MBJ1 — nckyccTBeHHas BeHTUnAumns nerkux; OAK — o6wmin aHanus Kposu; JIAI — naktaTtaerngporeHasa; OFK — opraHbl rpygHoin
Knetkun; K — anekTpoKkapauorpacdus; AMBC — MynbTUCUCTEMHbIN BOCNanuTebHbIM CUHAPOM Yy AeTen; IxoKI — axokapauorpacdwms;
93l — anekTpoaHuedanorpadpus; MBC — MynbTUCUCTEMHbIM BOCNanuTenbHbin cuHapoM; LLHC — LeHTpanbHas HepBHas cuctemMa.

Note. GCS (WKl — Glasgo coma score; PTT (AYTB) — partial thromboplastin time; PCR (MLP) — polymerase chain reaction;
MRI (MPT) — magnetic resonance imaging; BC (M) — brain cord; CRP (CPb) — C-reactive protein; CPK (KPK) — creatine phosphokinase;
proBNP — prohormone of brain natriuretic peptide; US (Y3M) — ultrasound examination; ACO (OBIl) — abdominal cavity organs;
ALV (MBJT) — artificial lung ventilation; CBC (OAK) — complete blood count; LDH (J14I") — lactate dehydrogenase; TO (OI'K) — thoracic organs;
ECG (9KI') — electrocardiography; MIS-C (AMBC) — multisystem inflammatory syndrome in children; EchoCG (9xoKI') — echo-cardiography;
EEG (93I') — electroencephalography; MIS (MBC) — multisystem inflammatory syndrome; CNS (LLHC) — central nervous system.

PEDIATRIC PHARMACOLOGY. 2024;21(4)

i
(3]

NEAUWATPUYECKAA ®APMAKONIOIUA / 2024 /TOM 21 / N2 4



g CLINICAL CASE

KIUHUYECKUU CNIYHAU

OTpuuaTenbHas UHaMUKa
3a cyeT CyAOPOXKHOro
npuctyna. CoxpaHseTcs
debpunbHag TeMnepartypa Tena
no 38,1 °C. No gaHHbIM MPT
'M ¢ KOHTpacTUpoBaHMEM:
MP-KapTUHa MHOXECTBEHHbIX
o4aroB NaToNOrMYECKOro curHana
B 6e/10M BellecTBe 60/bLnX
nonywapwvi, Mo30MCTOM Tene
1 B CTBOJIE, C NPU3HAKaMu cnaboro
neprudoKanbHOro oTeKka, MenKux
y4aCTKOB remopparu4eckoro
NpOnNUTbIBaHWS B 60/bLIMX
nosylapusx u NpoAoAroBaTom
mMoare (auddepeHumnpoBaTb,

B NepBylo o4epesb, C OCTPbIM
LeMUeNMHU3UPYIOLWKUM NPOLLeCCoM,
OCTPbIM AUCCEMUHUPOBAHHbIM
aHUedanoMUennToM), yYMepeHHoe
paclwupeHne GOKOBbIX XeNyA04YKOB.
Mo gaHHbIM MP-BeHorpaduu:
naTtosornyeckas U3BUTOCTb JIEBOW
NMO3BOHOYHOMW apTePUU, aCUMMETPUS

Mo aaHHbIM NabopaTopPHbIX
ob6cnenoBaHuin:
CTabunnsnpoBascs ypoBeHb
K®K, ypoBeHb anb6ymuHa
B npefenax pedepeHcHbIX
3Ha4YeHui, coxpaHsaeTcs
MOBBbILEHHbI YPOBEHb
MOYEBWHbI, yMEPEHHAS
runoanbbyMUHEMUs
C MNONOXUTENbHOW AUHAMUKON
3a CYTKM, MONOXUTENbHas
OMHaMUKa ypoBHS D-aumepa,
oTpuLaTtesbHas AMHaMUKa
B BWUAE NOBbILIEHNS
YPOBHS heppUTHHa.
BbifiBeHHblE UBMEHEHHUS
'M no pesynstatam MPT
pacLeHeHbl B pamKax
BOCNanuTeNbHO-
LEMUENMHNU3UPYIOLLErO
nopaxeHus Ha GoHe TeyeHus
MBC u caxapHoro gnabeta
60 KaK 3afHAs obpatumas
aHuedanonatus

Mo gaHHbIM MPT 'M: MP-KapTuHa

B ctabunbHom

He60/bLIOr0 YBEMYEHNUS paHee COCTOSIHUM
OTMEYEHHbIX 04aroB B TEMEHHO- nepesejeH
3aTbINIOYHbIX 061ACTSX C ABYX CTOPOH, B oTeNeHve
06pasyloLmx cMBHble GOKYChI, [eTCKon
NpOosiBAEHNE HEMHOMO4YMCNEHHbIX 3HAOKPMHONOM UK
«HOBBbIX» TOYEYHbIX 04aroB NS janbHenwero
remMopparnyeckoro nponuTLIBaHUs neyveHns

B 60/IbLLIMX MONyLLaPUSX,
MenKoro GoKyca HaKonIeHus
npenapata B NpaBoOM Tanamyce
1 B CyGKOpTUKanbHoOM 6enom
BeLLEeCTBE NeBOW TEMEHHOWM
nonv (anddepeHumnpoBaTsb,

B NEPBYIO 04epeab, C OCTPbIM
AEMUENMHU3UPYIOLLUM MPOLLECCOM);
YMEPEHHO BbIpaXKEHHOE paclinpeHune
6GOKOBbIX XKeNyA04KOB. [oparkeHne
LIHC, BO3MOXHO, KaK OCNOXHEHUE
nepeHeceHHoW BUPYCHOM MHEKLMK,
He ABnsieTcs ocnoxHeHnem MBC
B CBSI3U C €ro oTCyTCTBMEM
y A@HHOTO NauueHTa
B HacTosilLee Bpems

n o6cnegoBaHus

BEHO3HOro oTToka (D < S) (PRES-cuHapom)

PucyHoK. lpogomxexue
Figure. Continuation

3AK/TIOYEHUE

[aHHbIN KIMHUYECKUN CNyd4al MOXET ABNATbCHA MNOA-
TBEpPKAEHWEM pUCKa pa3BuTua AMBC y nauneHToB AETCKO-
ro Bo3pacta ¢ CA1 n nHdekunen COVID-19, yto TpebyeT
MEXAMCLMMIMHAPHOro Noaxoaa U Ha3Ha4YeHUS KOPPEKTHOWM
Tepanuu, Bxoasilen B cTaHAapTbl BeaeHus aeten ¢ AMBC.
BBuay Hannung nHdopmaLnmn o ToM, 4To ¢BSA3b Mexay CA1
n COVID-19 MOXeT 6biTb ABYCTOPOHHEW, KOHTPO/Ib YPOBHS
rMUKeEMUKN gBnseTcs o6sa3aTeNlbHbIM ANs BCEX MaLMeHTOB
¢ COVID-19. Ha ocHoBaHwuu TOro, 410 AMBC mMOXeT pa3su-
BaTbcs Yepe3d 1-6 Hep nocne 3apaxeHus COVID-19, Heob6-
X0AMMO WMHOOPMUPOBaAHWE Bpayen BCeX chneuuanbHOoCTewn
06 0COOGEHHOCTAX TEYEHUS AAHHOIO OCNOXHEHUS u Gonee
TUlaTebHOM KOHTPOIE COCTOSIHWUS NaLMEHTOB NpU Nogo3pe-
Huu Ha JMBC, KoTOpbIV BKJIIOYaET B ce65, MOMUMO perynsap-
HOWN TEPMOMETPUU M KOHTPOAS apTepuanbHOro AaBleHus,
onpeaeneHune cnegyoLlmMx napaMeTpoB: CKOPOCTb OCeaHNs
apuTpoumtoB, CPB, nokasaTtenu ¢GpubpuMHOreHa, npokasb-
UMTOHWHa, D-gumepa, depputuHa, JIAL, OAK, anbbymuHa,
a TaK»e KOHTPOoJIb KoarynorpaMmsl, IxoKI, mapkepoB muo-
KapananbHOW AMCOYHKUMKW (TPOMOHWMH / HaTpuhypeTuye-
CKMI nentua).
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HoBble nepcneKTuBbl NPUMEHEeHUA
Aynuaymaba B OCTUKEHUU KOHTPONS

Haj 60/1e3HblO Y NAaLLUEeHTOB AOLUKOJIbHOro
Bo3pacTa C aTONUYEeCKUM AepMaTUTOM:

KJIMHUYECKUHU cyvyan

ABTOp, OTBETCTBEHHbIii 3a Nepenucky:

JleBnHa K0nuns [puropbeBHa, LOKTOP MEAMULMHCKUX HAYK, 3aBedytolLas OTAENIOM KITMHUYECKOM UMMYHOIOTMKU 1 anieprosioruu, Bpay annepronor-uMMyHo-
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O60ocHoBaHHne. Atonudeckui gepmatut (AT/) sBaseTcsi ogHUM n3 Hanbosiee pacrnpocTpaHeHHbIX XPOHUYECKMX BOCNa/n-
TeJIbHbIX 3a6071eBaHN KOXW y AeTeN M B 60/IbLUMHCTBE C/ly4yaeB Aeb6loTUPYET B ePBbLINA rof KU3HW. PaHHAS MaHupecTauus
AT[] — ¢paKTop prCKa pa3BuUTHS APYr1x 3ab6oieBaHUI aTOMMYECKOIro CreKTpa B AajibHeMweM. Ha JaHHbIM MOMEHT LUMPOKO
obceyKaaeTcs crnoCobHOCTb FreHHO-MHXXEeHePHOro 6uonornyeckoro npenapata (FMBIM) aynunymab moanduLmMpoBaTb Teve-
Hue 60/1e3HM, CHUXKaTb BEPOATHOCTL nepcuctrupoBaHns At n GopmMmpoBaHUsi MylbTUMOPOUAHOIO aTtonMYeCcKoro QeHo-
TMna. B cBsi3W ¢ 3TMM 0CO6bIN MHTEPEC Bbi3biIBAET BO3MOXHOCTb NMPUMEHEHNS Aynuiymaba y AeTei mMaajalwero Bo3pacra
C paHHUM [e6IOTOM U TAXKeNbIM TedeHneM 3abosieBaHus. OnucaHue KJAMHUYECKOro cay4as. B ctatbe npogemoHcTpu-
pPOBaH orbIT 3pPeKTUBHOro npumeHeHns MBI gynnnyma6 y naumeHTa 4 net ¢ Taxenon ¢opmor AT n conyTcTByloLen
nuweBon annepruen. Ha ¢oHe HenpepbiBHON Tepanuu B TeyeHne 12 Hepa yAasioChb KynupoBaTb KOMXHbIE MPOSBIEHUS
60/1€3HU. HexxenateibHbIX ABAEHUI NP NPUMEHEHUN npenapaTta He oTMeYeHO. 3aKaloyeHune. [JanTesbHoe Hernpepbis-
Hoe ucrosib30BaHue Jynuaymaba y getei B Bo3pacTe oT 6 Mec 40 5 neT JoKa3ano cBo 3pOEKTUBHOCTb U MpUeMIEMbI
npoguab 6e3onacHocTh. [loTeHUMabHbIN 601€3Hb-MOANDULMPYIOLLMIA dPOEKT Aynuiymaba 0CoO6EHHO 3Ha4YMM A5 AeTen
paHHero 1 JOoLWKO/bHOro BO3pacTa B CBSI3U C BbICOKMM PUCKOM Pa3BUTUS MMEHHO B 3TOT Mepuos atornmyecKon MysbTh-
MOPOUAHOCTH.

KnioyeBble cnoBa: geTH, aTONMYECKMI JepMaTUT, aTOMMYECKUI MapLu, 1e4eHune, Aynuaymad, KIMHUYeCKMI caydan

Ansa ymtupoBanuns: JlesuHa tO.I., MNMbkbaHoBa [.A., KanyruHa B.I., 9deHaneBa K.E., BuwHeBa E.A., AnekceeBa A.A.,
HamazoBa-bapaHoBa J1.C. HoBble mepcrneKkTuBbl MpuMeHeHua aynuaymaba B AOCTUXEHWM KOHTPONsA Had O60Ne3Hbto
y NaLUMEHTOB AOWKOIbHOIO BO3pacTa C aToNUYeCKUM AepMaTUTOM: KIMHWYECKUI ciyyai. [Neguatpudeckas papmaKono-

rms. 2024;21(4):361-368. doi: https://doi.org/10.15690/pf.v21i4.2788

OBOCHOBAHME

B HacToslluee Bpems atonuyeckun pepmatut (ATA)
SIBNSETCA OAHUM M3 Haubonee pacnpoCTPaHEHHbIX XPo-
HUYECKUX BOCMNANMUTENbHbIX 3a60NeBaHW KOXK y OeTen
n oxsaTbiBaeT Ao 20% petckon nonynsuuun [1]. Mpu atom
y 80% naumeHTOoB MaHudecTaums 60ne3HM oTMedvaeTcs
yXe B NepBble rofbl n3Hu [2]. YTo4HeHne 0CO6eHHOCTEN
aTMonaToreHesa U KJIMHUYECKMX NPOSIBIEHMI 06OCHOBbI-
BAeT COBPEMEHHOE MoHMMaHune ATl — KaK CUCTEMHOro
MYNbTUDAKTOPHOrO FEHETUYECKN AETEPMUHUPOBAHHOIO
BOCMaNIUTENbHOrO0 3ab0/fieBaHUsA KOXM C MpU3HaAKaMu
NMOJIMOPraHHOM NaTO/I0NMK, XapaKTepu3ytolerocs 3yaoM,
XPOHUYECKMM PELMANBUPYIOLLIMM TeYEeHUEM, BO3PaCTHbI-
MW OCOBEHHOCTAMM JIOKanusaumn u mopdonormn o4aros
nopaenus [3].

XpOHUYECKOEe BOCMNaseHne Koxu npu AT conpoBo-
OAeTC MHTEHCUBHbIM MYYUTENbHbIM 3YAOM, KOTOPbIV
3HAYUTENbHO BJ/IMSET Ha Ka4YecTBO MKWM3HM MNaALMEHTOB
[3, 4]. U3BecTHO, 4To AT/ MOXKET ABNATLCA MEPBbLIM MpPO-
SIBIEHMEM «aTOMUYECKOr0 Maplua», NpealecTBys pas-
BUTHUIO MULEBON anepruu, annepruieckoro puHmuta (AP)

n 6poHxmnanbHom actmbl (BA) [5]. K dakTopam pucka pa3Bu-
TUS «@TONUYECKOro MapLa» / aTonuyecKon MynsTumMmopoua-
HOCTWU Yy peTen ¢ AT, OTHOCATCS TSXKECTb U ANUTENbHOCTD,
BO3pacT Aebiota 601e3HU, OTArOLLEHHAsA HacNeACTBEHHOCTb
no aTonuu, HannMyue MyTauuu B reHe dunarrpuHa FLG, nonu-
Ba/leHTHas ceHCcMbununsaLums, NnpoxueaHue B ropoae [6].
PasBuTtue AT/l B 4ETCKOM BO3pacTe CBA3aHO Kak ¢ nep-
BUYHbIM HapyLleHNeM KOXHOro 6apbepa, Tak 1 ¢ gucbanaH-
com T-xennepoB (Th) Tuna 1, 2, 17 v T-perynsatopHbIX KNEeTOK
(Treg) afanTMBHOrO 3BeHa UMMYHUTETA CO CABUIOM MMMYH-
HOro OTBETa B CTOPOHY T2-nyTh. MexaHnu3m T2-BocnaneHus
B OCHOBHOM 06YC/IOBNEH aKTUBaLMen BPOXKAEHHbIX TMMbO-
naHbIX KneTok (ILCs), akTuBaumen n nponudepaunen Th2
C y4yacTuem npoBocnanutenbHbiX T2-UMTOKMHOB (IL-4, -5, -13
1 -31) [7]. B 4acTHOCTH, UMTOKMHBI IL-4 1 IL-13 urpaioT gomu-
HUPYIOLLY0 ponb B naTtoreHese AT/[: MpUCYTCTBYS B KOXe
60nbHbIX AT/l B BbICOKMX KOHLIEHTPALIMAX, OHU CNOCOBCTBYIOT
anddepeHUMpoBKe 1 nponndepaumm HansHblX Th B cTopo-
Hy deHoTuna KNnetok Th2, cHWKaloT 6apbepHylo GYHKLUIO
KOXMW W BeayT K yBenuyeHuto npoaykuuu IgE [8]. JaHHble
LIMTOKMHbI OCYLLEeCTBASAIOT CBOM 6GUoNOrnyeckne QyHKUUU
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nocpeacTBOM CBA3bIBAHWUS [1BYX MOATUMOB peuenTopa K IL-4
(IL-4R), 06a 13 KOTOPbIX UMEIOT 061yt cybbeanHmLy IL-4Ra.
[ns nepefjayv curHana TpebGyeTcs ydYacTMe CUrHasibHOWM
cuctembl JAK/STAT, B TOM yucne siHyc-knHasbl 1 (JAK-1) [9].
lMocTosiHHas W ycToMyMBas nepefadya CUrHanoB Yepes OCb
IL-4R/STAT6 NpnBOAUT K pacLUMPEHMIO U MOAAEPKAHMIO XPO-
HU4ecKoro T2-BocnafieHns NyTeM MOAHOW Cy6BEPCUMN Kie-
ToK Treg B Th2-numdouunTbl [10]. NMepBUYHbIE MEXAHWU3MBI,
TaKWe Kak MyTauuu B reHe ¢ownarrpuHa, Hapsay ¢ BTOpUY-
HbIM MOBbILIEHUEM MPOAYKLIMM NMPOBOCMANUTENbHbIX LMTO-
KWHOB, KOTOPOE BEAET K NOaBNEHUIO SKCNIPECCHU CTPYKTYP-
HbIX 6E/IKOB KOXXM (bunarrpmHa, ToOpuKpuHa, MHBOMIOKPUHA),
MHIMOGUPOBAHUIO aHTUMMUKPOGHbLIX MENTUAOB, MOAABMEHUIO
CMHTE3a NUNWMAOB, MPUBOAST K HApPYLEHWIO LIENOCTHOCTH
KOXHOro 6apbepa, Cnoco6GCTBYS TPAHCKYTAHHOM CEHCH-
6UNn3aUnMM K annepreHam U MnpUCcOeaMHEHWUIO BTOPUYHOM
nHoekuun [11]. NMoHMmMaHMe MexaHM3MOB pasBuTua AT
no3BOANI0 pa3paboTaTb U BHEAPUTb B KIMHWYECKYIO NpakK-
TUKY TepaneBTUYECKME CTPATENMM, HanpaB/eHHbIE Ha Noja-
BNeHWe T2-BocnaneHus.

BbiGop TepaneBTUYECKON TaKTMKWU BeAEeHUs NauueHTa
¢ AT/l ocHOBbIBaeTCA Ha pea3ynbTaTax OLEHKM XapakTepa
TeYeHUst NaToNOrM4yecKoro npotecca. A1 KonM4ecTBEHHOM
OLIEHKM CTEMNEHWU TAKecTM 3a60ofieBaHMs MOryT MCMOAb30-
BaTbCH cneumasnbHble WKanbl, Hanpumep SCORAD (Scoring
Atopic Dermatitis), KoTopasi y4yuTbiBaeT pacnpoCTpaHeH-
HOCTb MOPaXKEHUS KOXW, UHTEHCUBHOCTb KIMHUYECKUX NPO-
ABMIEHWN U BbIPAXXEHHOCTb 3yAa, a TaKXe MHAEKC pacnpo-
CTPaHEHHOCTU U TsxecTn ak3embl EASI (Eczema Area and
Severity Index), 0CHOBaHHbIM Ha onpeaeneHum CyMMbl NoKa-
3aTeniert BbIPAXKEHHOCTU 3PUTEMBI, MHOUALTPALIMK, IKCKO-
puaLmMn u TMXeHMPUKaLKUK C yHEeTOM MJoLllaM NopaxKeHus
KOXHOro nokpoBa [12]. OueHUTb cTeneHb BAUAHUA AT/
Ha KayecTBO }M3HW MaLMEHTOB [ETCKOro Bo3pacTta crap-
we 4 net MOXHO C MCrosib3oBaHMeM BonpocHuka CDLQI
(Children’s Dermatology Life Quality Index) [13].

Tepanus AT/, ocyllecTBAsSieTCs B COOTBETCTBUMU CO CTY-
neH4yaTbiM MOAXOJOM M HampaBieHa Ha BOCCTaHOB/iEHME
anuaepManbHoro 6apbepa 1 KynMpoBaHMe MMMYHHOMO BOC-

naneHus Koxu. HapyxHaa Tepanusa 6a3upyeTcs Ha nocTo-
SHHOM MCMONb30BaHUN 3MONEHTOB, @ MNMPU 06OCTPEHMMU
60NE3HU, C LENbi0 AOCTUKEHUS NMPOTUBOBOCMNAIUTENLHOIO
[enCTBUSA, — TOMUYECKUX MtoKoKopTUKonaos (TIK) u tonu-
YECKUX MHIMOUTOPOB KanbuuHeBpuHa (TUK) [1, 14]. leHHO-
WHXeHepHble 6unonorndeckne npenapartbl (FMBIT) oTHoCcATCA
K CMCTEMHbIM CpPeACcTBaM, KOTOPble MPUMEHSIOTCS Y NaLu-
E€HTOB CO CPEAHETKENBIM U TAXENbIM TedeHnem AT/, pesu-
CTEHTHbIX K CTaHAapTHOW Tepanuu. [aHHble npenapartbl
HanpaBfieHbl Ha MoAaB/IEHWE OMpedeNeHHbIX NaToreHeTu-
YeCKMXx 3BeHbeB AT/l, 4TO MO3BONSET AOCTUYbL YCTOMYMBO-
ro KOHTpons Haf 3aboneBaHuvem [15]. BaxKHOM MULLEHbIO
[ONS TapreTHoM GMONOrMYecKow Tepanuu asnseTcs 6/I0KU-
poBaHue NyTu nepefayn curHanos IL-4 n -13 — KYeBbIX
UMTOKMHOB Th2-BocnaneHus. ynuaymadé — MOAHOCTbIO
4yenoBe4yecKkoe PEKOMOGUMHAHTHOE MOHOKJ/IOHANIbHOE aHTH-
Teno, KoTopoe cNoco6HO MHIMBMPOBaThL Nepeaadvy curHana
IL-4 n -13, cneyndPuryecKn cBa3bIBasACb C 0OWMM AN HUX
KOMMNoHeHTOM peuenTopa IL-4Ra. MHoroumMcneHHble uccne-
[IOBaHUS NMPOAEMOHCTPUPOBAIN BbICOKYID 3PGDEKTUBHOCTb
n 6e3onacHocTb aynuaymaba y B3pochbix U geten ¢ At
CpefHEN W TAXENOMN CTENEeHW, OfJHAaKO A0 HeaaBHEro Bpe-
MEHW BO3MOMHOCTM 3IPPEKTUBHOMN CUCTEMHOM Tepanuu
neten mnagwe 6 net 6GblM OrpaHUyeHHbl [16]. B 2022 .
YnpaBfieHue no caHUTapHOMY HaA30pYy 3a Ka4eCTBOM MNuLLe-
BbIX NPOAYKTOB ¥ MeaukameHToB CLUA (Food and Drug
Administration; FDA) ogo6puno npumeHeHwe aynuiaymaba
npu At y geten B Bo3pacTte OT 6 Mec, a ¢ anpens 2023 1.
MCnonb30BaHWe [aHHOro npenapata B 3TOM BO3PACTHOM
rpynne 6bi10 pa3peweHo u B Poccurckon depepaunu.
OpobpeHne 6bII0 OCHOBAHO Ha AaHHbIX 16-HeaenbHOro
[IBOVHOrO cnenoro nnaueb6o-KoOHTPONMPYEMOro Mccneno-
BaHusa ¢a3sbl lll, B KOoTopoM oueHnBanmcb 3GOEKTUBHOCTb
M 6e30MacHOCTb NMPUMEHEHUs Aynuaymata B COYETaHMM
co cnabogencteyowmmn TIK (ruapokoptuaoHa auetat 1%
Kpem) y feTen B Bo3pacTe oT 6 Mec A0 5 f1eT ¢ HEKOHTPO-
nvpyembiM AT, cpegHen u Tsenow cteneHn (3—4 6an-
fla No OLEHOYHOW LWKane uccneposatens — Investigator’'s
Global Assessment (IGA)). B uccnegoBaHue 6blan BKAOYEHbI
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162 naumeHTa: 83 nonyyanu aynunymab, 79 — nnaue6o.
K 16-n Hen Tepanum 3Ha4MMO 60Nbllee YMCNOo NaLMEHTOB
B rpynne aynunymaba, B CpaBHEHWW C rpynnown nnauebo,
goctnrn IGA < 1 (28% npotus 4%; p < 0,0001) n EASI-75
(53% npotne 11%; p < 0,0001). Y nayMeHTOB, NOAyYaBLUMX
TapreTHylo Tepanuio, Habnaanocb YMEHbLIEHUE TAKECTU
3aboneBaHua B cpegHeM Ha 70% OT WMCXOAHOrO YPOBHS
no cpaBHeHuto ¢ 20% B rpynne nauMeHToB, NMoay4yaBLUMX
Tonbko TIK (p < 0,0001). Kpome TOro, B rpynne gynuiymaba
TaKKe Obl/1I0 OTMEYEHO 3HAYUTENbHOE CHUMEHNE UHTEHCUB-
HOCTM 3yaa — Ha 49% B cpaBHeHWn ¢ 2% B rpynne nna-
uebo (p < 0,0001). PacnpocTpaHEHHOCTb HexenaTtenbHbIX
aBneHun (HA) 6blna aHanorMyHom B 06enx rpynnax, oaHaKo
YyacToTa KOHbIOHKTMBMTA Gblfa Bbllle Y NaLMEHTOB, MOJY-
YaBlumx gynunymab (5% npotne 0%). Tem He meHee, HA,
CBSI3aHHbIE C MPUMEHEHWEM [lynuaymaba, He Gblin cepbes-
HbIMW WU HE MPUBOAUIN K NPEKpaLLEHUIO neYeHns [17].

B HacTosiLIee BpeMS LMPOKO 06CYKAAOTCH BO3MOXKHbIN
6onesHb-Moanduumpyowmn apdeKT aynunymaba u ero
CNoco6GHOCTbL MpefoTBpallaTb MpPOrpeccupoBaHue «ato-
nuyeckoro Mapuwa» / GopMMpoBaHME MYNbTUMOPGUAHOIO
deHoTmna. B pabote T.L. Lin 1 coaBT. 6611 NpoBeAEH PETPO-
CMEKTUBHbIN KOrOPTHbIM aHanM3 AaHHbIX NauMeHToB ¢ AT/
B Bo3pacTe mMnajlie 18 net, KoTopble OblAn pasfaeneHbl
Ha ABe rpynnbl: NepBas nojyyana fevyeHue aynuaymabom
(n = 2192), BTOpasg — cTaHAapTHylo Tepanuio (n = 2192).
[lepBUYHOM KOHEYHOM TOYKOM Oblla BbiOpaHa nporpec-
cusl «aTOMMYECKOro mMaplua», onpegensemas Kak aebioT bA
unn AP. 3a 3-neTHun nepuog HabnoaeHUsa B rpynne, nony-
YyaBllen nedvyeHne aynuaymabom, KyMylnsiTUBHas 4YacTtoTa
NporpeccupoBaHnsa «aToNMYeCcKoro Maplua» 6bila 3Ha4MMo
HUXEe NO CPaBHEHUIO C KOHTPOJIbHOM rpynnon (20,09% npo-
TMB 27,22%; p < 0,001). Take 6blN10 OTMEYEHO CHUKEHUE
pUCKa nporpeccupoBaHns «aTonMyeckoro Mapliar, aeéroTa
BA 1 AP (Ha 32, 40 un 31% cooTBeTCcTBEHHO). OgHAaKO CHU-
eHWe pucKa pa3ButMs BA oTmeyvanocb TONbKO y AeTew
Mnagwe 6 net (oTHoweHWe waHcoB (OLW) — 0,427; 95%
aoseputenbHbli nHtepsan (AN) — 0,247-0,738), B T0 Bpe-
MS KaK ANns aeTen WKOobHOro Bo3pacTa U NOAPOCTKOB AaH-
HbIM 3QdEKT He Obln NPOAEMOHCTPUPOBaH. MccnepoBartenu
NPULWAK K BbIBOAY, YTO AynuaymMab MOXET BIUATb Ha Mexa-
HWU3Mbl Pa3BUTUSA «@TOMUYECKOro MapLia», oHaKo ANa noj-
TBEPKAEHUS ero cnocoGHOCTU MoauduLMpoBaTb 3abone-
BaHMe HeobXx0AMMbl AONONHUTENbHbIE UccnefoBaHus [18].
B pexkomeHpauuax EAACI (European Academy of Allergy
and Clinical Immunology) no ucnosnb3oBaHuio gynuaymaba
ObII0 OTMEYEHO, YTO B clly4ae NOATBEPKAEHUS 60ne3Hb-
Moanbuumpytowero adpodekta aynuaymab noTeHunanbHO
MOXET OblTb PAacCMOTPEH B KayecTBe CpeAcTBa JieyeHus
nerkov ¢dopmbl ATl 1 gaxe Kak MeTod NepBUYHOM NpodU-
NIAaKTUKW AaHHOro 3a6oneBaHUs y UL, C BbICOKUM PUCKOM
ero passutua [19].

YyuTbiBas BbIWENINONKEHHOE, BOMPOC O MPUMEHEHUM
aynunymaba y feTer mMnajliero Bo3pacTa SBASETCH 0CO-
6EHHO aKTyalbHbIM B CBSI3M C BO3MOMXHOM CMOCOGHOCTLIO
JlaHHOro npenapara npepbiBaTb NPOrpeccupoBaHme «aTo-
NMUYECKOoro Maplia» U CHUXKaTb BEPOATHOCTb NEPCUCTUPOBA-
HUs ATl, bopMUpOBaHUSA MySIbTUMOPBUAHOIO aTONUYECKOro
deHoTMNa.

B cTatbe npeacTaBfeHbl YCMellHble pe3ynbTaTbl Npu-
MeHeHus aynunymaba y nauneHTta 4 net ¢ Tsenon Gopmon
AT/l v conyTCTBYIOLLEV MULLEBON aniepruen.

KJAUHUYECKUHA NPUMEP

O nauumeHTe

B mapte 2024 r. B HUN neanaTtpum n oxpaHbl 340P0BbSA
neten HKL N°2 ®IrBHY «PHLUX nm. akaa. b.B. lMeTpoBCcKoro»

obpatunmMcb poauTenn Manbyivka 3., 4 neT, ¢ Kanobamu
Ha reHepanuM3oBaHHble BbiCbINaHWUS, BblparKEHHbIA KOXHbIN
3y/l, HapyLLEeHWE CHa, annepruyecKkme peakLmMm Ha nuieBble
NPOAYKTbI.

AHamMHe3 60J1Ie3HM

Co cnoB MaTepu 1 No AaHHbIM MEAWLIMHCKOM IOKYMEHTa-
LMK, NepBble BbICbINaHUs NOSIBUAKCL ¥ pe6eHKa B Bo3pacTe
2,5 mec B Buae runepeMun B o6nactu wek. KoxHbiin nato-
NIOrMYEecKUin npolecc ObiCTPO nporpeccupoBasn, B 3 Mec
OTMEYa/INCb BbIPAXKEHHAs CYXOCTb W TUNEPEMUS KOMKHbIX
NMOKPOBOB C y4acTKaMn MOKHYTUS Ha NuLLe, TYIOBULLE, BEPX-
HUX U HUKHWUX KOHEYHOCTSIX. B 3,5 Mec no MecTy K1TeNbCcTBa
OblN BbICTAB/IEH ANArHO3: «<ATONMUYECKUI AePMaTUT, TAKenoe
TEYEHWE, OCJIOKHEHHbIA BTOPUYHOM MHOEKLIMEN», OLIEHKA
no wkane SCORAD coctaBnsana 94 6anna. bbinv Ha3Ha4YeHbl
Tepanusa TIK BbICOKOM aKTMBHOCTU, CUCTEMHAA aHTUOMOTU-
KoTepanus, aMONEeHTbl, aHTUrMCTaMUHHbIE NpenapaTbl, 3/1-
MWHaALUMOHHAA AuMeTa A9 MaTepu — C KPaTKOBPEMEHHbIM
HE3HaYWUTENbHbIM YNYy4YLIEHUEM.

B pnanbHenwem y pebeHKka oTMe4vasnoch Txenoe Henpe-
pbIBHO-peuuanBupytollee TeveHue AT C MHTEHCUMBHbIM
3y[10M, HapyllEHWEM AHEBHOIO M HOYHOrO CHa, C MPOGYXK-
neHusMn ao 2-3 pa3 3a Ho4b. Habnoganucb CUMMMTOMBbI
NULEBOW anieprun B BUae KpanuBHULbI Ha GOHe ynoTpe-
GneHns apaxuca, Crneuun, NeTPyWKKU, a TaKkKe MEeCTHble
[10303aBUCHMMblE peaKLUn Npu ynoTpebneHnn anebCMHoB,
NOMWI0POB.

B Bo3pacTe 2 et 0AHOKPaTHO Ha pOHe OCTPOM pecnupa-
TOPHOW BUpPYCHON nHpeKumn (OPBU) 6bin oTMeYeH 6GPOHXO-
OB6CTPYKTUBHbIA CUHAPOM.

B 2022 r. no peadynbrataM MONEKYNAPHON AMArHOCTH-
Kn (anneproymn ImmunoCAP ISAC-112) ceHcnbunndauuu
BbIIB/IEHO He OblN0.

B cBS13K C BblpaxKEHHbIM 3yJOM KOXHbIX MOKPOBOB, 3Ha-
YUTENbHO CHUXABLUMM Ka4yeCcTBO XXU3HU pebeHKa, B 2023 1.
nauueHTy 6bl1 Ha3Ha4YeH afMMeMasunH (BHe 3aperncTpmpo-
BaHHbIX NOKa3aHWK). Ha MOMeHT o6palleHns pebeHoK Npo-
[OMIKan nosiydatb HapyKHyto Tepanuio 6e3 BblpaXKEHHOro
adpdeKTa.

AHaMHE3 }XU3HHU

Pe6eHOK OT BTOpoOM O6EepeMeHHOCTH, MNpoTeKaBlien
C Yrpo30W NpepbiBaHus, BTOPbIX CPOYHbIX CAMOCTOATENbHbIX
poaoB. Haxoauncs Ha rpyaHOM BCKapMvMBaHWUKM 00 2 f€T,
BBeJeHue npukopma — ¢ 6 mec. Poc 1 pa3BuBalsics B COOT-
BETCTBMU C BO3PACTOM.

BaKLUMHMPOBaAH NO HalLMOHaNbHOMY KaneHaapto npoodu-
NaKTUYECKUX NPUBUBOK.

[JoMa C POX/AEHWUS XKMBET KOLIKa, OAHAKO CUMMTO-
MOB aNneprun npu KOHTaKTE C XMBOTHbIM Yy pebeHKa
He oTMeYyaeTcs.

HacneactBeHHbIM aHaMHE3 Mo aToNMYeckum 3abonesa-
HUAM oTaroweH: Aty otua.

dusnkanbHaa AUArHoCTUKa

lpn ocmoTpe. KOXHbIM NaTOIOMMYECKUIM NpoLecc pac-
NMPOCTPaHEHHbINA, CAMMETPUYHbLIN. B nepropanbHom o61actum
(puc. 1), B NOKTEBbIX U MOAKONEHHbIX crnbax — runepe-
MUSl, MHOXECTBEHHbIE TPELLMHbI, TMXEHUPUKALNS, UHOWUb-
Tpauusa. Koxa TynoBulla cyxasi, oTMe4YaeTcs MyKOBWHOE
wenyweHue. Ha Koxe KucTewn, 3anictui (puc. 2), B obnactu
pasrmnbaTtenbHOM NMOBEPXHOCTM KONEHHOro cyctaBa (puc. 3)
Ha6nlaaTCa 3PUTEMATO3HO-CKBAMO3HbIE BbICbIMaHMUS
Ha doHe nuxeHnduKaumnn. Ha BoIOCMCTON YacCTh rosioBbl —
MHOX€ECTBEHHbIE KOPOYKHK. Ha KoXe HUKHEro BeKa onpeae-
NAOTCA TUNUYHbIE CKNaaKK JeHHn — MopraHa.
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g CLINICAL CASE

KNTUHUYECKUU CNTYHAHU

Puc. 1. Manbuuk 3., 4 roaa. BolpaxeHHbIN XeNnuT
Fig. 1. Boy E., 4 years old. Severe cheilitis

OueHka no wkane SCORAD — 63 6anna, EASI —
23 6anna, CDLQI — 20 6annos.

NNaGopaTopHble uccnefoBaHusa

Anneproynn ALEX2 (O Hez): BbISBIEH BbICOKUIM YPOBEHb
KOHLeHTpauuu cneumdunyeckux IgE K akcTpakTam 6060BbIX
(ntonuHa, YyeyeBULbl, TOPOXa, HYTa); YMEPEHHbIN YPOBEHb —
K anneproKkoMnoHeHTy 6efKka 3anaca apaxuca Ara h 1,
K MaOpHOMY aNnneproKkoMnoHeHTy Kowku Fel d 1; HM3Kun
YPOBEHb — K 3KCTPaKTam MUHAaNA, NaXUTHUKa, TPONOMUO-
3UHy Kneuwa B. tropicalis. 06wun IgE — 42 kU/L.

KnuHnyeckuin aHannsa kposu (0 Hex): 303UMHOGUAbI
0,33 x 109/n (Hopma 0,1-0,6 x 10%/n).

KnuHnyeckuit aHann3 KpoBu (12 Hepn): 303MHOGUAbI
0,42 x 10%/n (Hopma 0,1-0,6 x 109/n).

Puc. 3. Manbuuk 3., 4 roga. puteMaTto3HO-CKBaMO3Hble
BbICbINaHMs Ha GoHe nnuxeHnduKaumm B obnactm pasrnbéarenbHom
NOBEPXHOCTU KOMIEHHOrO cycTaBa

Fig. 3. Boy E., 4 years old. Erythematous-squamous rash
associated with lichenization in the area of the knee extensor
surface

Puc. 2. Manbyuk 3., 4 roga. 9putemMaTo3HO-CKBaMO3Hble
BbICbINaHUs Ha GOHE NTMXEHNPUKALMM Ha KOXKE KUCTEN U 3ansacTui
Fig. 2. Boy E., 4 years old. Erythematous-squamous rash
associated with lichenization on the hands and wrists skin

KnuHuyeckuin guarHos

Ha ocHoBaHWM aHaMHe3a 3a60neBaHWs, OTArOLWEHHOro
anneproNorMyeckoro aHamHesa U xapaKTepPHON KIMHUYe-
CKOW KapTuHbl BbICTaB/EH AMArHo3: «ATOMUYECKUI Aepma-
TUT, pacnpoCTPaHeHHbIN, TAXKeNoe TedeHue, cTaaus 060-
cTpeHus. Nulesas anieprus.

[AMHaMHUKa 1 ucxopbl

B cBf3M C TaxenblM HenpepbiBHO-PEeLMANBUPYIOLLNM
TeyeHuem AT/, OTCYTCTBMEM CTOMKOro adpdeKta oT npo-
BOAMMOMN paHee CTaHAAPTHOWM Tepanuu, Haau4yMem Mnofu-
BaNleHTHOM ceHcubununsaumm 26.03.2024 nauneHTy 6bina
MHULMUPOBaAHa rEHHO-UHXEeHepHas 6uonornyeckas Tepa-
nusa npenapatoMm aynunymab B HavyanbHoW go3e 300 mr
NOAKOXHO C AanbHENWMM BBeAEHMEM npenapaTa Mo cxe-
Me 300 mr 1 pa3 B 4 Hep. MauMeHT npoaoaKan nofayyatb
HapyXHylo Tepanuio amoneHtamu, TIK BbICOKOW CTeneHu
aKkTMBHocTH, TUK “ anumemasuH B CBSIBU C UHTEHCUB-
HbIM 3yAOM.

Ye yepes 4 Hej nocne NepBoro BBeaeHusa aynunymaba
OTMEYEHO BblpaXEHHOE y/y4lleHWe B TEeYEHMM KOXKHOro
naToNorMyecKoro npouecca: yMeHblIEeHWEe BblpaxeHHOCTU
K/IMHUYECKUX MposiBNeHnMn AT/], OTCYTCTBME HOBbIX BbICbI-
NnaHWi U BblPa)XEHHOE CHUXKEHWUE MHTEHCUBHOCTU KOXHOMO
3yAa, 4TO MO3BOMNA0 OTMEHNUTL anMMemasuH 1 TITK BbiIcOKoM
CTeneHn aKTMBHOCTU. Ha Koxke B mepuopanbHOM obnacTw,
B JIOKTEBbIX M MOAKONEHHbIX CrMbax coXpaHaancb HebOsb-
Wwas runepemus, Cyxoctb. Ha Koxe nanbueB pyK M HOM —
ymepeHHasa nuxeHndukaums, MHdunbTpaums.

Mpu exemecaYHOM MOHMTOPUPOBAHMKU COCTOAHUSA
nauueHTa Ha GoHe MPoBOAMMON Tepanuu 3aduKcupoBa-
Ha 3HayuMmas MONOXMUTENbHas AMHamMuKa: yYepel3 12 Hep
OT Ha4vaNa neyvyeHuss OTMe4yaNocb 3HaYMMOe CHUXKEHWe
nokasartenev no wkane SCORAD — Ha 81,8%, EASI —
Ha 97%, CDLQI — Ha 80% OT UcXo4HOro ypoBHS (puc. 4).
Yepes 12 Hep OT Havyana neyvyeHus yaanocb JOCTUIHYTb
perpecca BbICbiMaHW: COXPaHAOTCA Nerkoe lenyweHue
KOXW BOKPYr pTa M yMepeHHas NuxeHUdUKauma KOXKM
B 061acCT¥ KUCTEN M nanbLeB pyK (puc. 5). B HapyxHOK
Tepanuu npumeHstoTea TUK (Takponumyc) 2 pa3a B Heaento
KaK MpoaKTUMBHasa Tepanus, yBAaxHaWme u cMaryatowme
cpeacTea.
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BBepeHue pynunymaba

Puc. 4. IntHaMrKa KOXXHOr0 NaTofiorMyecKoro npotecca Ha dboHe Tepanuu gynuaymaoom
MpumeyarHne. SCORAD — oLieHKa CTENEHU TAKECTU aTONUYECKOro gepmatuTa; EASI — MHAEKC pacnpoCcTPaHEHHOCTU U TAXKECTU IK3EMbI;

CDLQI — peTcKuii AepmMaTofiorM4ecKmii MHAEKC KayecTBa KNU3HU.
Fig. 4. Dynamics of the skin pathologic process on dupilumab therapy

Note. SCORAD — scoring of atopic dermatitis; EASI — eczema area and severity index; CDLQI — children dermatology life quality index.

Ha ¢oHe neyvenua MBI MeCTHbIX peaKkuuh, KOHbIOH-
KTUBWTA, OCTPbIX PECNUPATOPHbIX WUHOEKLWUA, MHDEKLMUN
KOXM, 303MHODUAUN U [PYIrUX HEeXenaTeNbHblX ABJIEHUN
He Habnhanoch.

MporHos

[porHos 3a6oneBaHusa 6naronpuATHbIM. Ha ¢oHe Tepa-
nuu gynunymaoom Yyepes 12 Hep AOCTUTHYT PErpecct BbIChI-
naHuWw, NpaxkTUY4ecKn OTcyTCTBYeT 3yA. [lnaHupyeTtca npo-
[O/MKUTL Tepanuio B NpexxHeM obbeme B TeyeHue 12 mec
unu 6onee, ANUTENIbHOCTb Kypca JieyeHus GyaeT onpenene-
Ha COCTOSiHMEM NauuneHTa.

OBCYXAEHME

[MpeactaBneHHbIN KNMHUYECKUI Clly4an AeMOHCTpUpyeT
pesynbtaTtbl 3GGEKTUBHOIO M 6€30MacHOro NpPUMEeHeHus
aynunymaba y pebeHka 4 neT C TSKeNAblM HenpepbiBHO-
peunanBmpylolmMM TedeHnem AT, pe3uCTEHTHbIM K Mpo-
BOAMMOW paHee cTaHAapTHOM Tepanuu. Mcnonb3oBaHue
aynunymaba B TedeHve 12 Hea N03BOAMMN0 JOCTUYb KOHTPO-
na Hag cumntomamu AT v CyLECTBEHHO yNyylUTb Kave-
CTBO M3HM NauuMeHTa. Hannyne y pebeHKa conyTcTByloLwemn
NULWEBON anneprum v NOAMCEeHCMBMIn3aLmn B covyeTaHum
C OTArOLWEHHbIM HacneacTBeEHHbIM aHamHe3oMm (AT y oTtua),
paHHWM Ae6OTOM U TSKENbIM HEMPEPbIBHO-PEeLMANBUPYIO-

Puc. 5. Perpecc BbicbinaHui 4epe3 12 Hep Tepanuv gynuinymaoom. LenyweHne Koxu B nepuopanbHoi o6nacTtv. Ha Koxe Kucten
BbIpaXeH AepMatornnduyecKnin pucyHoK
Fig. 5. Regression of rashes after 12 weeks of dupilumab administration. Skin peeling in perioral area. Dermatoglyphic pattern on the
hands skin
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g CLINICAL CASE

KJIUHUYECKUU CNTYHAHU

Wwmm TevyeHnem AT npeacrtaBnseT cob6on KpanHe Hebnaro-
NPUATHBIN KOMNNEKC GaKTopoB B OTHOLWEHWUM NPOrHO3a —
fanbHenwero nporpeccupoBaHusa At M dopmMUpoBaHUSA
aTonNMYyecKom MynbTUMOPOBUAHOCTH [B].

TaK, no pe3dynbratam JIOHMUTIOAHOIO UCcneaoBaHUs 4BYX
KOropT feTen oT poxaeHus o 11-16 net (9894 pebeHKa
B Benukob6putanum n 3652 — B HuaepnaHpax), npose-
neHHoro L. Paternoster u coaBT., caMbli BbICOKUIA PUCK
pa3BuTus BA BbIIBNEH y AeTeN C paHHUM AebloToOM U nep-
cuctupyrowmnm TedyeHnem At/: BA 6blna guarHoctupoBaHa
y 29% nauuneHToB B Bo3pacTe 7 neT uy 31% — B Bo3pac-
Te 13 net (B cpaBHeHUN ¢ 8 U 7% B KOHTPOSbHOM rpynne
neten 6e3 AT/l coOOTBETCTBEHHO). B TO e Bpems y geTen
C paHHUM Ae6IOTOM M paHHUM paspelleHnem AT/ pucK pas-
BMTUS BA B Bo3pacTe 7 n 13 neT 6bl1 3HAYUTENBHO HUXKE
(Ol — 1,56 1 1,79 cooTBETCTBEHHO) [20].

MporHo3MpoBaHne pas3BuUTUSA «aTOMMUYECKOro Maplua»
TaKXe M3y4yanu B MHOMOLEHTPOBOM KOFOPTHOM MCCNEno-
BaHWK, NnpoBedeHHoMm B KaHage. AHanM3npoBanu gaHHble
2311 peten, HAbGNOAABLUMXCA C POXKAEHMA 00 5 NeT: B BO3-
pacTte 1 roga Bce AeTn 6bl1n 06¢cnefoBaHbl Ha Hanuyume AT/,
C UCNONb30BaHMUEM MArHOCTUYECKUX KpuTepues Paboyen
rpynnbl Bennko6putaHuu, NPpOBEAEHO MPUK-TECTUPOBAHUE
(pebeHOK cUYUTaNCs CEHCUBUNN3UPOBAHHBIM NPU BO3HMK-
HOBEHWKW BONAbIPS padmepom = 2 Mm). B Bo3pacTe 3 net
neten obenenoBanu Ha Hanndme bA, AP, nuweson annep-
rmn n At[. Pesynbtatbl HabnogeHUs nokasanu, 4to AT/,
C COMyTCTBYIOLWEN NULEBON NN UHTANSALMOHHOM CEHCUOHU-
nn3aunen y geten B Bodpacte 1 roga 6onee yem B 7 pas
noBblWaeT PUCK AuarHoctupoBaHus BA B 3-neTHem BO3-
pacte. B 10 e Bpemsa AT, 6e€3 cOonyTCTBYIOLWEN annepru-
4YeCKOM CeHCUBUNN3aunn He 6bl CBS3aH C MOBbILWEHHbIM
puUcKoM pa3BuTusa bBA [21].

CornacHo cylwecTByloUe B HacTosillee Bpems runo-
Te3e [4BOMHOro BO3AENCTBMS aniepreHoB, MMEHHO 3nu-
KyTaHHas 9KCMO3MLMSA MNULLEBBLIX 6ENKOB ABASETCH OAHWM
M3 OCHOBHbIX MEXaHW3MOB GOPMUPOBAHUS NULLEBOM annep-
ruun. TaK, HaHeceHWe oBanbOyMMHA M apaxucoBoro 6enka
Ha MOBPEXKAEHHYI0 KOXY MbIlEeNn NPUBOAMNO K Pa3BUTUIO
3MNUKYTAaHHON CeHCUBMAM3aLmK, CNoCOBCTBYS aKTMBaLUK
MMMYHHOrO oTBeTa T2-Tvna 3a cYeT B3anMoAENCTBUSA annep-
reHOB C aHTUIreHMNPEe3eHTUPYIOLWMMKU KNeTKaMu (KneTKamu
NaHrepraHca). CoBpeMeHHOEe ajeKBaTHOEe fleYeHUEe KOXK-
HOrO MaToNIOrMYEeCKOro npouecca MUrpaeT KAYEBYIO POsb
B NpoduNaKkTuKe pasBUTUS CEHCUOMAM3aLMKU U MULLEBOK
annepruu, KOTopble, B CBOK o4epeab, ABAAIOTCA NPeanKTO-
pamMu pa3BUTUSA «aTOMMYECKOro Maplar [22, 23].

Taknum 06pa3oM, NepcneKkTnBbl CBOEBPEMEHHOMO MaTo-
reHeTMYeCKoro TepaneBTUYECKOro BMeLWaTeNbcTBa y nauu-
€HTOB paHHero Bo3pacta CO CPEeAHETSKENbIM W TAXesbiM
TeyeHuem AT, HecoMHeHHbl. CoBpemMeHHas natoreHeTuye-
cKas Tepanusa AT, oKasblBas crneunduyecrKoe WHrnoupy-
lowee AencTBMe Ha MeauaTopbl T2-BOcnaneHusi, BbICOKO-
adpdeKTMBHA UMEHHO B 3TOM rpynne naumMeHToB 1 obnagaet
6naronpuaTHbIM npodunem 6e30nacHOCTU. TaKMMKU Xapak-
TepucTukamu obnagaet N'MBI gynunymab — 4enoBevyecKoe
MOHOKJIOHaNbHOEe aHTUTeNno npotmB IL-4Ra, paspeleHHoe
NS npuMeHeHus y aetew ¢ AT/l ¢ 6-meca4yHoro Bospacta [24].

[lokasaHo, 4To Aynuaymab CHMWKaeT 4YacToTy BO3HMWK-
HOBEHMS HOBbIX M NMPUBOAMUT K YNYyYWEHWIO paHee AuarHo-
CTMPOBAaHHbIX aTonMyeckmx 6onesHen. Hanpumep, AaHHble
mMeTaaHanusa G.P. Geba ¥ coaBT. yka3biBaloT Ha obuiee
CHU)EHWE pUCKa pa3BMTUS HOBLIX annepruyeckux 3abo-
neBaHu Ha 37% y nauMeHTOB, MOAy4YaBWWX Aynuaymao,
no cpaBHeHuIO ¢ rpynnon nnaue6o. Kpome TOro, nocne
npekpaleHus Tepanum (6onee 5 nepnogoB NonyBbIBEAEHMS
gynunymaba) HM y OAHOro nauueHTa He 6bl10 OTMEeYeHOo

peunanBa, YTO MOXET YKa3dblBaTb Ha HEKOTOPYIO NPOSIOHIM-
poBaHHyl0 MoaMdUKaLmo 3aboneBaHus. Hannyywmn otBet
OblN JOCTUIHYT Yy NOAPOCTKOB (B BO3pacTe < 18 neT) eBpo-
neongHOM pachl, a TaKXe y AeTei B Bo3pacte A0 2 €T,
y NALMEHTOB C TSKenbiM TeyeHnem AT/, 1 ¢ conyTCTBYylOWEN
BA. LLInpoko o6ceyxaaeTcs BeposiTHbIM 601€e3Hb-MoANDULMU-
pylowmn abdeKT gynunymada, KOTOPbI OCOOEHHO 3HAYUM
ONns aeten mnajwero Bo3pacTta ¢ paHHen MaHudecTaumen
U TSKeNbIM TevyeHnem AT/l B CBA3M C BbICOKMM PUCKOM pas-
BUTUS Y HUX aTOMMUYECKON MYyNbTUMOPOUAHOCTH [25, 26].

B HepaBHO ony6nnkoBaHHoM paboTte A.S. Paller u coaBrT.
OUEHMIN [ONTOCPOYHYO 6e3onacHOCTb M 3hdeEKTUB-
HOCTb Aynuiaymaba y MauWMeHTOB, paHee y4acTBOBaBLUMX
B 16-HefenbHOM WCCNef0oBaHMK, KOTOPbIE MPOAOJSIKUAM
nofyyatb 6MONOrMYECKYI0 Tepanuio B TedeHne 1 roga. bbinu
npoaHanuM3npoBaHbl AaHHble 142 nauneHToB, 4Yen cpen-
HUA BO3pacT Ha MOMEHT WMHWLUMaALWMKM Tepanuu COoCTaBwun
4,1 + 1,13 [gnana3oH — 1,0-5,9] ropa. K 52-i1 Heg 36,2%
nocturnm IGA < 1 (4nuctas / MOYTU YMCTas KOxKa) U MoYTH
y Bcex naumeHToB (96,6%) Habntoaanocb ymeHblueHue EASI
no KpavHeh mepe Ha 50%. MuHMMym 06 oaHom HA, BO3-
HUKLWIEM BO BpPeMS JiedeHus, cooblumnm 78,2% nauueHTos,
npyu 3TOM 60JIbLUMHCTBO HA GbINW NErKUMU UK CPefHeTsKe-
NIbIMX ¥ HOCUAKM TPAH3UTOPHbIV XapakTep. Hanbonee 4yacto
nauneHTbl cooblwann o HasodbapuHrute (19,7%), Kawne
(15,5%) n nuxopaake (14,1%). Y 12,7% 6bln 3aperucTpmpo-
BaH KOHBIOHKTUBWT NIETKOM WM CpedHEN CTENEHW TKECTU.
TonbKo y OAHOro nauueHTa BO3HUMKHOBeHMe HA B Buae
OCTPON TSKENOM KpanuBHWUUbI NPUBENO K MNpeKpalleHuto
neyenus [27]. Kpome TOro, He 6bl10 OGHAPYKEHO KAWHU-
YeCKM 3Ha4YMMbIX MUBMEHEHUI NabopaTOPHbIX NOKa3aTenewn,
X0Tsi coobLanochb 0 ABYX CyyYasx 303MHODUANM U NO OLHO-
My c/lyvyato HeWTponeHun 1 nenkountosa [28]. Takxe Oblno
noKasaHo, YT0 UCnosib30BaHue aynunymaba y getev JaHHON
BO3PACTHOM KaTeropuun He NoBbIWAET PUCK KOXKHbIX MHDEK-
LMA M CBA3AHO CO CHUXEHWEM BepPOATHOCTM GaKTepuasb-
HbIX M HerepneTuyecknx MHOEKLMA KOXM B CpPaBHEHUU
¢ rpynnou nnaue6o [29].

ConoctaBuMble faHHble 6blan NoMyyYeHbl B HeAaBHEM
PETPOCMNEKTUBHOM KOrOPTHOM UCCNEeA0BaHWM, BKOYaBLIEM
19 nauuneHToB B BO3pacTe < 6 IeT C YMEPEHHOMN UK TaXe-
non ¢opmon AT/l (MegnaHa Bo3pacTta coctaBuna 4,7 roaa).
Bce nauueHTbl nonydanu aynunymab > 16 Hepd. EASI-75
Obln AOCTUTHYT ¥y 16/19 (84,2%) K 16-1 Hea, y 9/12 (75%)
K 48-n Heq, y 6/6 (100%) K 72- Hea OT Havyana Tepanuu.
IGA < 1 6bina gocturHyta y 14/19 (73,7%) Ha 16-n Hen,
y 9/12 (75%) Ha 48-1 Heg n y 5/6 (83,3%) Ha 72-i Hep
OT Havana Tepanuu. JledyeHne 6bl10 NPeKpaLLeHo y 3 nauu-
eHToB (15,8%) n3-3a HegoCcTaTo4HON IGPEKTUBHOCTH MNpe-
naparta. Ha ¢oHe npoBoanMoro neveHms o HA B Buge mect-
HbIX peaKLui, repneTmyecknx MHGEeKLnn, KOHbIOHKTUBUTA,
3pUTEMBI fIMLLa HEe cO06LLanoCh, O4HAKO Y O4HOro naumeHTa
pas3Buaacb napajoKcasnbHas NajoHHO-MOAOWBEHHANA ChiMb,
KOTopas paspelimnacb CaMOCTOSATENbHO W He npuBena
K oTMeHe aynunymaba [30].

Takum o6pas3om, AauTenbHas HenpepbiBHas Tepanus
aynuaymaboMm y geTen Maajglwero Bo3pacta NPoAeMOHCTPU-
poBana cBol 3ODEKTUBHOCTb W MPUEMAEMbIN NPOPUSb
6e30nacHOCTN 6e3 HEOBXOAMMOCTU PYTUHHOTO nabopartop-
HOMO MOHWTOPWHTa.

3AK/TIOYEHHUE

B npeactaBNEeHHOM KAMHUYECKOM MpUMepe NPOAEMOH-
cTpupoBaHa 3dHEKTUBHOCTb M 6€30MacHOCTb NaToreHeT!-
YeCKOW Tepanuu npenapaTomM aynunymat y pebeHka 4 net
c Tsxkenon dopmon AT/l B COYETAHUM C NULLEBOW annepruen.
Yxe 4yepe3d 1 mec nocne Havyana GUONOrMYECKOW Tepanuu



OTMEYEHO BbIpaXKeHHOe ynyyleHne B TedeHun AT/, HA
He OTMeyeHo. [OCTyrnHble [JaHHble Hay4YHOW nuTepaTypbl
YyKa3blBaloT Ha TO, YTO AynuayMab MOXKET He TONbKO Moso-
UTENbHO BNMATbL Ha TedyeHue 60Ne3HU 3a CYET AOCTUKe-
HUS PEMWUCCUU KOMXKHOIO MpoLlecca, HO M CHUXKAaTb PUCK
NnporpeccupoBaHna «aToMMYECKOro Maplua», npeacTaBass
MaKCUManbHYIO MEPCneKTUBY UMEHHO ANS AETEN paHHe-
ro Bospacta. HecMoTpsi Ha To, 4YTO AN MOATBEPKAEHMS
6one3Hb-mMmoanduumpytowero apodekta gynunymaba Heob-
XOAWMbI AOMONHUTENbHbIE UCCNENOBaHUSA, Er0 AJIMTENbHOE
HenpepbIBHOE UCMONb30BaHWe y IETEN B BO3pacTe oT 6 Mec
0o 5 et goKasano cBo 3PPEKTUBHOCTb U MPUEMAEMbIN
npodunnb 6€30NacHOCTM.

WHO®OPMUPOBAHHOE COINIACUE

OT 3aKOHHbIX MNpefcTaBuTene nauueHTa MosiyYyeHo
nucbMeHHoe MHdOopPMUpOBaHHOE A06POBONIbHOE corfacue
Ha Ny6/MKaLMIO ONMUCaHUA KIMHUYECKOro cnyyas U n3obpa-
KEHUIN nauueHTa B MEAMLIMHCKOM XXypHane, BK/oYas ero
3/1EKTPOHHYIO BEPCHUIO.

INFORMED CONSENT

The child’s legal representatives have signed written
informed voluntary consent on publication of clinical case
description and patient’'s images in the medical journal,
including its electronic version.
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Llenb gaHHoro o63opa — npejcTaBUTb COBPEMEHHbIE CBEAEHMSI O CBS3M MexXAy Bupycamu u Lennakuein. CoriacHo
pesynbTataM COBPEMEHHbIX MCCAEA0BaHUI, HEKOTOPbIE BUPYChl, BEPOSITHO, UTPAIOT BaxKHYH POJIb B MATOrEHE3€E Lie/IMaKuu.
OaHaKo BO3/JencTBME Brpyca caMo o cebe He MpUBOANUT K pa3BUTHIO ayTOMMMYHHOro 3aboseBaHus. CornacHo pesysib-
Tatam psaa uccaenoBaHui, CylLeCTBYeT HECKO/IbKO BMPYCOB, KOTOPbIE MOrYT Bbi3blBaTb LIEIMAKMNIO, M HECKOJIbKO MyTek
aKTuBaLMu, MPUBOASLLMX K 1OTEPE NepeHOCUMOCTH Nuln. Ha cerogHsILLHWI eHb JoKa3aHa PoJib JInLlb HEKOTOPbIX LTaM-
MOB PEOBMUPYCOB B Pa3BUTHK LiesInakun. Heobxoamnmel ganbHeNILINe UCCaeq0BaHus, YTOObI Jy4lle MOHATb POJib BUPYCOB
B Pa3BUTUM LIESIMAKUN W YIIYHILNTb Ie4EHUE U MPOPUIAKTUKY 3TOro 3a60/1eBaHMUs.

Knro4eBble cnoBa: Lie/inakusi, BUPYCbl, POTaBUPYChl, PEOBUPYCHI, TPAHCIyTaMnHa3a

Ana yntupoBaHuns: XaskvH A.N., HanetoB A.B., KyponaTtHuk IN.1. Ponb BUpYCOB B naTtoreHese Lennakun: CoBpeMeHHoe
cocTosiHue Bonpoca. lNegnatpudeckas papmarkonorus. 2024;21(4):369-374. doi: https://doi.org/10.15690/pf.v21i4.2771

BBEJEHME

Llennakng — wuMMyHOOMOCpPeLOBaHHOE CUCTEMHOE
3aboneBaHMe, BO3HUKalOLWee B OTBET Ha ynoTpebneHue
rNIOTEHA, XapaKTepusyloleecsd BocnanuTebHbIM Nopaxe-
HMEM TOHKOM KMIUKKM Y FeHEeTUYEeCKU NpeapacnofioKeHHbIX
nogen B pesynbraTe HeajeKBaTHOr0 MMMYHHOIO OTBETA,
onocpeaoBaHHoro T-kneTkamu [1, 2]. CBeaeHns o nato-
reHese LEeNMaKUM HenpepbiBHO pacwupsotcd. Bo MHO-
rMX UCCNIeJOBaHUAX NPEANPUHUMAIOTCS MOMbITKU BbIABUTb
daKTopbl OKpyXatowen cpelbl U NYCKOBbIE MEXaHU3MbI,
BK/lloYash BO3AenCcTBUME WMHPEKLMWA, aHTUOUMOTUKMK, COCTO-
fIHWE KMLEeYHOro MUKpobMOoMa, BO3pacT BBeAEHMS Mpu-
KopMma, cogepxallero rniTeH, AJIUTENbHOCTb TPYAHOro

BCKapM/IMBaHMS, BaKLMHaLMKU, OCOGEHHOCTU ANETHI U MHO-
roe Apyroe, KOTopble MOryT OKa3blBaTb BIMSHWE Ha pas-
BUTWE [OaHHOrO ayTOMMMYHHOro 3ab6oneBanus. Llenvakms
BbI3blBae€T HEaAeKBaTHbIM MMMYHHbIA OTBET Ha NOCTynje-
HMEe MEenTMAOB, BXOASLIMX B COCTaB [/lOTEHA, YTO MPMBO-
OWT K pasBUTUIO BOCMANEHUS KUWEYHMKA C YCUSIEHWEM
Thl-ummyHHOro oteeta [3, 4]. UccnegoBaHms NoKa3biBatoT,
4TO BO3AENCTBUS OOHOro TpUrrepa HeaoCTaToO4YHO, YTOObI
Bbl3BaTb 3a60/ieBaHne, U B NaToreHe3e Urpaet posib KOM-
NIEKCHOEe BANSHUE HECKONbKMX daKTopoB [5]. NoHnmaHue
TOYHbIX MEXAaHW3MOB M BbIIBIEHUE BCEX BO3MOMXHbIX TPUI-
repoB 3ab60/1EBaHNSA MOXKET MOMOYb B NPOPUIAaKTUKE U PaH-
HeW AMarHoCTUKE LeIMakuu.
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LeHTpanbHbiM cO6bITUEM nNaToreHesa LefMakuu
ABNSeTCA npeseHTauus NenTUAOB rNMaguHa B cocTaBe
monekyn HLA-DQ2/DQ8 rntoTeH-cneunduyeckum CD4Y
T-numdouuTam ¢ nocnefyownm pa3BuTMEM BOCNanUTeNb-
HOro npouecca B C/IM3UCTOM OGON0YKE TOHKOM KULIKW.
BaxkHyto ponb B MoaMbUKaLMK NenTMaAOB rMuajuHa urpaet
TKaHeBas TpaHcriytamuHazda-2 (TG) — depmeHT, KaTa-
JIM3VPYIOLLMIA  peaKkumnio AeaMUAMPOBaHUS aMWHOKUCNOT
C 3aMeHOM rMyTaMuHa Ha rMyTaMUHOBYIO KucnoTy. Mo aen-
ctBnem TG nosbiwaeTcsd addUHHOCTb NENTUAOB K COOTBET-
CTBYIOLWMM CBA3bIBaOWMM y4yacTKkam monekyn DQ2 n DQS8,
4TO cnoco6CcTBYeT NMPOYHOMY coeauHeHutio HLA-monekynbl
¢ peuentopamu T-TUMPOLMTOB. AKTUBUPOBaHHble CD4™*-
KNEeTKU MpOoAyLMpYIOT NPOBOCMaNMUTENbHbIE LIUTOKUHbI —
nHtepdepoHbl (IFN) | tuna (Bkmo4vasa IFN-y), MHTEpnenKuH
(IL) -10, IL-15, IL-21, noBpexaatowme 3HTEPOLMTDLI, a TaKKe
CTUMYNUPYIOT B-nuMdounTbl K NPOAYKLMN aHTUTEN K [na-
[VHY, TKaHEBOW TpaHcrnyTaMunHase (anti-TG) n cTpyKTypam
CNIM3UCTOM 060JI0HKM TOHKOW KULWKK [2]. Mopdonornyeckme
NMPW3HaKKM BOCMANEHUS HW3KOW CTEMEHU WHTEHCUBHOCTHM
B C/IM3UCTOM 06O/0YKE MPU Lenakum NpucyTCTBYIOT Aaxe
[10 Pa3BUTUSA KIMHUYECKMX CUMNTOMOB 3ab601eBaHuA [6].

MN3BeCTHO, YTO BMPYCbl BOB/IEYEHbI B MaToreHe3 ayTo-
UMMYHHbIX 3aboneBaHun [7]. 3a nocnegHve roabl OblI1O
NpoBeAeHO MHOro UCCNefoBaHWI, HanpaBAeHHbIX Ha NMOHU-
MaHuWe naToreHesa LeIMakMuM U pofiM BUPYCOB, KOTOpble
MOryT BbICTyNaTb B KayeCTBe MOTEHLMaNbHbIX TPUITEPOB
[8]. BupycHble WHEKUMU CcrnocobHbl Bbi3blBaTb MPOBOC-
NanuTeNlbHyl0 peaKkLuUio CIM3UCTON 060N0YKM TOHKON KHLL-
KW, KOoTOpasi MPMBOAUT K HapyLEHUIO TONEepPaHTHOCTH
K nepopanbHbiM aHTUreHam [9]. O6HapyKunBaeTcs Bce
60/blle BUPYCHbIX U KNETOYHbIX 6ENKOB, C KOTOPbIMKU B3a-
MMOJENCTBYIOT BUpPYCbl, Moanduumpytotcs TG, 4TO yKasbl-
BaeT Ha HOBY QyHKuMio TG B BMpyCHOM natoreHese [10].
Ha cerogHsaWwHWA AeHb HET NPSAMON AOKA3aHHOM naTtoreHe-
TUYECKON CBA3M MEXAY LieNIMaKknen u Bupycamu (3a UCKIIo-
4YeHWeM PeoBUPYCOB), HO €CTb HECKOJIbKO GaKTOB, KOTOPbIE
MO3BONSAIOT HAM AymaTb, YTO PEOBUPYCbl — HE eIUHCTBEH-
Hble BUPYCbI, UTPaloLLMe POoJib B NaToreHese Lelnakuu.

B psage uvccnefoBaHWi BbISIBAEHO MOBbIWEHWE TUTPa
anti-TG y geten 6e3 LenMakuu, cTpagaolmx MHOEKLMOHHbI-
MU 3a6071€BaHUAMU, YTO B AaSIbHENLEM MOXET CNPOBOLMU-
poBaTb pa3BUTUE LENNAKUW Yy TEHETUYECKM Mpeapacnosno-
YEHHbIX NaumeHToB [11].

Llenb faHHOro o63opa — faTb BCECTOPOHHEE NMPeAcTaB-
JIEHME O CBA3M MeXy BUpyCaMU U LieIMakuen.

PEOBUPYCbI

BarkHoe oTKpbITME Obi0 caenaHo R. Bouziat n coaBrT.,
KOTOPblE YCTAHOBW/K, YTO LITAMM PEOBMPYCa MOXKET Mpu-
BECTM K pa3BUTUIO Lenuakuu. MccnegoBaTteny nokasanw,
4yTo peoBupyc cepotuna 1 (tvn Lang; TL1) — 6eccumnTom-
HbIV BUPYC, 610KMUpytowmn anddepeHuUMpoBKyY pTreg 1 NoBbi-
wamouwmn Th1-Tun MMMYHHOIO OTBETA K MULLEBOMY aHTUIEHY
[12]. YcTtaHoBneHo, 4TOo TL1 MOXET HapylaTb MeXaHW3Mm
anonTo3a, CTUMYAUPYs BOCManuUTENbHbIA NPOLLECC C Bblpa-
60TKon IFN |, Hapywasa MMMYHOIOrMYECKYIO TONIEPaHTHOCTb
K nuweBoMy 6efKy U cnoco6CTBYS Pa3BUTUIO MPOBOCNASU-
TeNbHbIX PEHOTMNOB B AEHAPUTHbIX KNeTkax [13, 14].

POTABUPYC

PoTaBupyc npuvHaaNeXuMT K CEMENCTBY PEOBUPYCOB
N 9BNAETCS OCHOBHOM MPUYMHOM OCTPOro racTpoaHTepuTa
y MNajeHLEB M OeTel paHHEro Bo3pacta BO BCEM MUpe.
3TO OCHOBHas NMpUYMHA CMEPTHOCTU B CTPAHAX C HU3KUM
ypoBHeM aoxoja [11]. Pog poTaBMpycoB COCTOUT U3 AeBATH
B1aoB (0T A go |), oAHaKo TONbKO poTaBupyc A Bbi3biBaeT

6onee 90% poTaBUpyCHbIX MHOEKUMIK Yy ntoaen. PoTaBupyc
nopakaeT KNeTKWU KULIEYHWKA U Bbi3biBAET racTPOIHTEPUT;
0[lHAaKO MHGEKLUSA He orpaHMYMBaeTcs CNM3ncTon 060/104-
KOW KMLIEYHWKa — LIMPOKO NPOAEMOHCTPUMpPOBaHa CUCTEM-
Has BUpycHas auccemMuHauusa [14, 15]. HegaBHue uccne-
[IOBaHUSl onucanun, Kak poTaBuMpyCHasi UHOEKUMS MOXKET
nopa)kaTb LIMPOKWUI CMEKTP MULLIEHEN, BK/OYAS HEPBHYIO
CUCTEMY, NMeYeHb, MOMKENYA0UHYIO Kenesy 1 T.4. B nocnea-
HWe roabl POTaBMpPYyC pacCMaTpUBAETCS B Ka4eCcTBE BUPYC-
HOro TpUrrepa Ans PasBUTUS ayTOMMMYHHbIX 3a60/1€BaHUI
[16]. NaToreHe3 pa3BUTUSA AyTOMMMYHHbIX 3aboseBaHuN,
BbI3BaHHbIX POTABMPYCOM, OCTAEeTCs HE A0 KOHLLA M3Y4eH-
HbIM. Psi1 nccnefoBaHMit NoOKal3anu CBA3b MEXY POTaBwM-
pycamu U pasBUTUEM LeNMaKUU. YCTAHOBNIEHO, YTO aHTU-
Tena NpoTMB poTaBMpyca MOAY/MPYIOT TEHbI, y4acTByloLME
B anonTtos3e 1M BoCcnaneHuu, U U3MEHSIOT Lie/IOCTHOCTb anuTe-
NiManbHOro 6apbepa KULeYHWKa, YTO SBNAETCH TUMUYHbIMK
npuU3HaKamu uenmakuu [17].

B 2006 r. npocnekTMBHOE UcCCegoBaHMe, NPOBEAEH-
Hoe B KoropTe aeten u3 CLUA, reHeTMYeCKM npeapacnono-
EHHbIX K LleNInakuun, nokasano, 4YTo pUCK pas3BUTMA 3a60-
NneBaHUs G6bl1 MPOMOPLIMOHANEH YacToTe POTaBUPYCHbIX
nHdeKumn [18]. 3to 6bI10 NepBoe coobLlieHne 06 anuae-
MWOJIOTUYECKON CBA3U MEXAYy pOTaBUPYCHOM WHOeKuMewn
M ueMaKkuen.

MMo4TM OAHOBPEMEHHO WTaNlbHCKOE WccnegoBaHue
c yyactnem 60 nauneHTOB C Lenakmen yctTaHoBmo, 4to IgA
anti-TG y4acTBylOT B pacno3HaBaHuu 6e/Ka BHELHEro cnos
poTaBupyca — VP7. CBA3b MeXay MHDEeKUMeEN 1 Lennaknen
aBTOPbl OGBACHAIT MEXaHU3MOM MONEKYNSPHOW MWUMMU-
KpuK. Bblno NoKasaHo, YTo AaHHbIe ayToaHTUTENa GYHKLIMO-
HaNbHO aKTUBHbI M 06N1aAaloT CNOCOOHOCTLIO aKTUBMPOBATb
MOHOLMTbI NOCPEACTBOM B3anmMoaencTeus ¢ toll-nogo6Hbim
peuentopoMm 4 (TLR-4) [19]. OgHaKko AaHHble pe3ynbrathbl
He GblNM NOATBEPXKAEHbI B APYrOM WMCCNEL0BaHUU, NPOBe-
[IeHHOM B 60Jsiee KpPyMHOM KOropTe MauueHToB, rae Mnoka-
3aHO, YTO AETU C LenvMakuen He mmeloT 60nee BbICOKOM
UMMYHHOW PEaKTUBHOCTM K POTaBMPYCy MO CPaBHEHMIO CO
3a0poBbIMM AeTbmu [20]. Ponb MONEKYyNpHON MUMUKPUK
B KayecTBe eAMHCTBEHHOro MexaHu3Ma pPasBUTUA Lieu-
aKuK 0 CUX MOop He JoKa3aHa, U, BEPOSTHO, UMEET MECTO
COYEeTaHWEe HECKO/NIbKMX MEeXaHW3MOB pPa3BUTUS ayTOWUM-
MYHHOrO npoLecca: MOJEKYNSpHas MUMUKPUS, aKTUBaLMS
B MPUCYTCTBUW «CBWUIETENS», PACNpPOCTPaHEHWE W AOCTYM-
HOCTb KPMMNTUYECKUX anMTONOB [16].

PesynbTaTbl MPOCNEKTUBHOIO UCCNEA0BAHNS, B KOTOPOM
npuHAnM ydyactre novtn 2000 geten ¢ reHeTUYeCcKon npea-
PacnoNIOKEHHOCTbIO K LiefIMakuuK, nokasanu, 4To BbiCOKas
YyacTtoTa POTaBMPYCHOM MHGOEKLIMM MOXKET YBEINUYUTb PUCK
pasBUTUS Llennakum [21].

B 2006 . 66111 NMLLEH3MPOBaHbI ABE POTaBMPYCHbIE BaK-
LUMHbI NS NeaMaTpPUYECKOro HaceneHus no scemy mupy. O6e
BaKLMHbI [IOKa3ann cBOe 3Ha4YMTeNbHOE BAUAHUE Ha poTa-
BUPYCHYO MHOEKLIMIO, MPOAEMOHCTPUPOBAB 3aMETHOE CHM-
YEeHWe yucna rocnutTanuaaunin aeten ¢ aumapeen nocne ux
BBeAeHUs. BnuaHue aaHHbIX BaKLUMH Ha BHEKMUIIEYHbIE NPO-
SIBJIEHUS U PA3BUTME ayTOMMMYHHbIX 3a60/1eBaHUIN ABNSET-
cl NpeaMeToM MpoJo/LKaloWMXCcs uccneaoBaHuin. B psane
uccnenoBaHWi aBTOPbl NPUXOANAT K BbIBOAY, YTO BaKLMHALIMS
NpoTMB poTaBupyca 6e3omnacHa M, BOSMOXHO, 3aliuliaeT
OpraHu3m B 6yayleM OT pa3BUTUS LiennaKkuu [22].

HenaBHO Gbina ycTaHOB/IEHA BO3MOXHAsS CBA3b MEXY
POTaBMPYCOM W 4HYBCTBMTENLHOCTbIO K [NIIOTEHY, HE acco-
LMMpOBaHHOM C Uenvakuen. UccnepoBaTenu ykasblBaloT
Ha ayTOMMMYHHbIM reHe3 3a6o/ieBaHWs M BbiCKa3biBaloT
NpeanosoXKeHe 0 NoTEHLMANbHOM y4acTUK POTaBUPYCHOM
MHOEKLNUKN B ero pa3Butum [23].



LUTOMEINAJ1I0BUPYC (LLMB)

B uccnenoBanun, npoBegeHHom L. Sarmiento v coasT.,
6bln1 06¢cneaoBaH 21 nauueHT, He UMEIOLLMIA cCaxapHoro ava-
6eTa | TMNa U uenuakuu. YctaHoBneHo, 4to TUTp anti-TG 6bin
nosblilleH y 2 (9,5%) naunMeHToB BO BpeMs MHPULIMPOBAHUSA
LLMB. Mpwn atom anti-TG He 6bl1M 06HaPYKEeHbI Y NaLUMEeHTOB
KOHTPONbHOM rpynnbl 6e3 LIMB [24].

MccnepgoBaHue Generation R aBnseTca NnpocneKTUBHbLIM
NnonynsiLMOHHBLIM KOFOPTHBLIM MCCeAoBaHMEM, OXBaTbiBalo-
WMM nepuon OT BHYTPUYTPOOHOIro pasBUMTUS A0 B3POC/ION
WU3HM 06cnenyemblx, M 6bl10 pa3paboTaHo ANs BbiABIEHUS
PaHHUX 3KOSIOFMYECKUX U TEHETUYECKUX MPUYNH HOPMANbHO-
ro M1 aHOMaNbHOro pocTa, Pa3BUTUSA U COCTOAHUS 300POBbS.

Tak, M.A. Jansen 1 coaBT. B CBOEM UCC/ieJOBaHUN U3Y-
4yunun B3ammocsasb Mexay LULMB u tutpom anti-TG y 4420
neten. YCTaHOBNEHO, YTO MauMeHTbl C O4Y€Hb BbICOKUM
ypoBHeM anti-TG (B 10 pa3 npeBbilWaloWmnmM HOPMY) pexe,
yeM Apyrue nauueHTbl, 3aparkanucb LUMB. Kak eanHuy-
Hasg uHoekumsa LUMB, Tak 1 KOMOGUHUPOBaHHAA UHPEKLMS
LLMB ¢ Bupycom dnwtenHa — bapp v/vnm BUpycom npo-
cToro repneca | Tuna 6binM 06paTHO MPOMNOPLIMOHANBHO
CBfiI3aHbl C BbICOKMM ypoBHeM anti-TG. 3TO MOXET yKas3bl-
BaTb Ha 3aWMTHbIN 3addeKT LUMB B naTtoreHese Lenmakuu
[25]. UccnepoBaHue, npoBeaeHHoe Ha 1068 nauueHTax,
M3y4yano CBS3b NIATEHTHOrO TEYEHUS LEeMaKnun ¢ name-
HeHUsiMKM B CD57*- n Vo1t-numdounTax KpoBu y aeten
W BAUSIHWE Ha [aHHyto cBa3b UMB-uHdekumn. Y peten
¢ Hannymnem anti-TG 6bI1mn NpoBeaeHbl 6Moncua ABeHaaua-
TUNEPCTHON KUWKK, onpeaeneHne HLA DQ2/DQ8, nayye-
HWE YPOBHS aHTUTEN K 3HAOMMW3MUIO. MMauMeHTbl ¢ naTeHT-
HbIM TEYEeHUEM LieNinakum umenu B 1,8 pasa MeHblue VO1*
T-KNeToK, 4YTO NpeuMmyllecTBeHHO Habnwoganocb y LIMB-
cepoHeraTMBHbIX Aetei, U B 2,7 pasa 6onblie CD57
T-KNeToK, 4eM y rpynnbl NaLMeHTOB, UMEIOLWMNX FreHeTrYe-
CKYl0O MpeapacnonioXeHHOCTb K LeNnakun (NonoXKuTeb-
Hbin aHann3 HLA DQ2/DQ8). CnepgoBaTenbHO, y AeTen
C Lennakven HabnopalTcs M3MEHeHWUs B onpeaeneH-
HbIX cybnonynauuax T-KNeTOK KPOBW, KOTOPble CBA3aHbl
C BUPYCHOW naTtonorunen [26].

Mpu uccnepoBaHnUM GUMONTATOB MKENYAOYHO-KMUILEYHO-
ro Tpakta 40 nauueHToB C uenvakven u 40 nauueHToB
6e3 uenvakum M. Calabretto n coaBT. He OGHapyXKIK
HYKJIEUHOBbLIX KucnoT LUMB HM B ogHoW rpynne. ABTOpbI
B CBOeW paboTe NPMUXOAAT K BbIBOAY, YTO M3YYEHHbIE BUPYChI
MOTYT HEe UrpaTb POSM B NaToreHese uennakum [27].

BUPYC 3MWITEWHA - BAPP (B3B)

B Tom e nccnegosaHuun M.A. Jansen v coaBT., KOTOpoe
onucaHo paHee, yCTaHOBNIEHO, YTO ypoBeHb anti-TG nmen
ob6paTHYl0 CBA3b C COYEeTaHHbIM MHOUUMpOBaHMeM BIb
n LUMB, 4TO BO3MOXHO paccMaTpuBaTb KaK 3allMTHbIN
3dbEKT OT pa3BUTUA LenMaknn [26]. OgHaKO He WUCKIo-
yeHo, 4To B3Bb MoXeT ycyrybuTtb TeyeHue ayTOMMMYH-
HOro 3a60neBaHUA U NPUBECTU K pedpaKTepHOMy Teye-
HWIO Lennakun. B cTaTbe, OCHOBaHHOW Ha pe3ynbratax
MLP-aHann3a 6uoncun aBeHaaLaTUNEPCTHOM KUILIKKM 17
nauneHToB c Lenvakven, BIB 6bin o6HapyxeH y 70%
60NbHbIX C pedpaKTepHbIM Te4eHneM 3aboneBaHuns B cpaB-
HeHnn ¢ 16% naunmeHTOB C TUMWYHbIM TeyeHuem [28].
MpeanonoxutenbHo, BOb MoXKeT NOBTOPHO aKTUBMPOBaTb
npoBocnanuTeNnbHble KNETKU U He NO3BONATb IMNUTENNIO
BOCCTaHaBAMBaTbCA. bblno Takke nokasaHo, 4To anti-TG
MOTyT oGHapyXuBaTbCa Yy nauuMeHToB BO Bpemsa BIb-
nHdpekumn (y 25% mn3 20 60MbHbIX), MPM 3TOM MOBbIWAN
PUCK pasBUTUA Lenrakuu [24].

B ynomuHaBwemcs yxe wuccnegoBaHum M. Calabretto
M COaBT. BbIIBNEHO HalMyue HYKNEMHOBbIX KUCNoT B3Ib

B 6uonTaTax cnmM3mcTton 060104kM 20% nauMeHToB C Leau-
akunen n 10% naumeHToB 6e3 LenMakum. OgHako Ha OCHO-
BaHWW MOJyYEHHbIX AAaHHbIX aBTOPbI YKa3au Ha HEBO3MOX-
HOCTb c/ienaTb BbIBOA O TOM, 4TO BB BbI3biBaeT pa3Butue
uennakuu [27].

SHTEPOBUPYC

B uccnepoBaHun M. Oikarinen u coaBT. yCTaHOB/EHa
noTeHuManbHas CBA3b Mexay MHOULUMPOBAHMEM 3SHTEPO-
BMPYCOM ¥ pa3BuTMEM Lenvakuu. O6cnegoBaH 41 HOBO-
POXAEHHbIW, y KOTOPOro BO BPEMS NMPOCMNEKTUBHOIO Hab0-
[IEeHUs pa3BuNiachb Liennakus, NoATBEPHKAEHHas 6uoncuen
(ocHOBHas rpynna). JeT KOHTPObHOM rpynnbl (n = 53) 6blnun
COMoCTaBMMbI MO KaleHAapPHOMY BPEMEHMW POXKAEHUS, NONY,
reHotuny HLA-DQ. IMarHOCTUKY SHTEPOBUPYCHON MHOEKLIMK
NpPoOBOAMAM NMYyTEM ONPEENeHNUs YPOBHS CcneLnduiecKmx
aHTUTEeN. YCTaHOBNIEHO, YTO 3HTEPOBUPYCHblE WHOEKLMMU
y IeTEN OCHOBHOW rpynnbl Yallle BCTPeYanuch 40 NOSBIEHUS
anti-TG oTHOCKTEeNbHO rpynnbl KOHTPOJA. ABTOPbI MPUXOAAT
K BbIBOAY, YTO SHTEPOBUPYCHbIE UHDEKLMU MOTYT cnocob6-
CTBOBaTb Pa3BUTUIO Lennakmm [29].

K. Lindfors n coaBT. No pe3dynbTaTtam CBOEro uccnenoBa-
HUS, KOTOpoe BKJoYano 83 pebeHKa, NPUXOASAT K BbiBOAY,
4YTO UHOULIMPOBAHWE 3HTEPOBMPYCamMM B Bo3pacTe oT 1 1o
2 neT B AafibHEWLIEM NOBbLILWAET PUCK PA3BUTUS LESTUAKNUN.
Mpu aTOM coveTaHne Taknx GaKTOpPOB, KaK 3HTEPOBUPYCHas
MHODEKUMS M MOBbILWIEHHOE MNOTPeGNeHWUE MNOTEHA, UMEET
KYMYASITUBHbIA 9PGDEKT B OTHOLIEHMU BIUSHUS Ha pas3BUTHE
ayToMMMYHHOro 3aboneBanus [30].

B pa6ote C.R. Kahrs n coaBT. ypoBeHb anti-TG B CbiBO-
poTKe KpoBuM onpegensanu y 220 geten B Bo3pacte 3, 6, 9
n 12 Mmec, a 3ateM exerogHo. B uccnegosaHuun 6bino ycra-
HOBJIEHO, YTO 60/ee BbICOKAa YacToTa 3aparKeHUs 3HTepo-
BMPYCOM B paHHEM AETCTBE B AalfibHeileM 6blna cBsa3aHa
C NOBbIWEHWEM PUCKa pa3BUTUA Lennakum [31].

L. Sarmiento u coaBT. B cBoen paboTe yCTaHOBWIW,
410 anti-TG moryT BbipabaTbiBaTbCA NPy UHOULMPOBAHUMU
3HTEPOBMpPYCaMK, a Haubonee BbICOKWMA TUTP CEPONIOru-
YECKOro mMapKepa Lennakuu 6bll yCTaHOBAEH MPU MHPU-
umMpoBaHun ECHO-Bupycom. ABTOpbl MPUXOAAT K BbIBOAY,
4YTO 3HTEPOBMPYChI MOTYT BbI3biBaTb BOCMANEHUE B TOHKOM
KULWKe ¢ o6pa3oBaHmnem anti-TG B noparKeHHbIX TKaHAX [24].

MoBblllEHNE B CbIBOPOTKE KPOBM YPOBHSA 30HYIMHA —
6enKa, UrpatoLlero BaXKHyto posib Perynstopa naoTHbIX KOH-
TaKTOB Kuwe4yHoro anutenus [32], — 6bl10 accoumMmpoBaHo
C Lle/IMaKMen 1 KOPPEenMpoBasno C MNOTHOCTbIO 3HTEPOBMU-
pyca B C/M3UCTOM 060/I0YKE TOHKOM KMLIKK Yy NaLMEHTOB
C Bblpa*KeHHbIMW aTpodU4eCKUMU u3meHeHnsamu [33].

Pesynbtathl psiga MccneaoBaHuWii NoKasbiBalOT LENeco-
06pasHOCTb MCMOb30BaHWA GE3rIOTEHOBOM AMEThI B NEPU-
Off HTEPOBMPYCHOM MHOEKLIMM ONS CHUKEHWUS PUCKa pas-
BUTWUA LESIMAKWUW Y NINL, TEHETUYECKM NPeapPacnoNoKEHHbIX
K ee BO3HUKHOBEHMIO [5].

BUPYC FENATUTA B

Bbin NnpoBeAeH MeTaaHaNM3, KOTOPLIM BKAOYan B cebs
ob6cnegoBaHne 1447 y4yaCTHMKOB B OTHOLWEHMWM OTBETa
Ha BaKUMHaUMIO OT renatuta B. BbiaBneHo, 4To gons nu,
nmetowmx TuTp aHtu-HBs 6onee 10 ME/n nocne nocneaHen
BaKLUMHALMKM OT BMPYCHOro renatuta B, B rpynne nauw-
€HTOB C LiefIMaKnern Gblla MeHbLUE OTHOCMTENIbHO TPYNMbl
KOHTponsa [34]. B HegaBHO NpoOBeAEeHHOM McCnefoBaHUM
Obl/10 YCTAHOB/EHO, YTO COGOAEHNE BE3NIOTEHOBON ANETDI
He BNMAET Ha KOHLEHTPaLMIO aHTU-HBS y naluMeHToB ¢ Lenum-
akuen [35]. B pa6ote R. Mormile n coaBT. npeanonaraercy,
4YTO OTCYTCTBME MOBLILLEHUS TUTPa aHTU-HBS nocne BaKuu-
HaLMK OT BUPYCHOTO renatuTa B MoXKeT cBMaeTeNbCTBOBATb
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0 NOBbLIWEHWUN PUCKA Pa3BUTUS LIENMAKMU B AanbHenwen
KM3HM nauueHTa. PeKkomeHgoBaHO TwaTenbHoe Habnwge-
HWe 3a JaHHbIMKM nauueHTamu [36]. BO3MOXKHO, pasBuTue
LueMaknum y naumeHToB € BMPYCHbIM renatutom B moxer
6bITb cneactBmemM nedvenus IFN-a n He cBSA3aHO C BO3aen-
cTBMEM camoro Bupyca [37]. B uccnegoBaHusix He ycTaHOB-
NEHO MOBbLIWEHHOrO PUCKa 3apa*KeHUs BUMPYCHbIM renatu-
ToM By nauumeHToB ¢ Lennakuen [38].

BUPYC FENATUTA C

Bupyc renatuta C accouumpoBaH ¢ pa3BUTMEM ayTo-
UMMYHHbIX 3ab6ofieBaHnin, a ypoBeHb anti-TG MoxeT 6bITb
noBbIlWEH NPU AaHHOM MHbeKuuK [39]. Llenmakus no MeHb-
Wwen Mepe B ABa pasa Yale BCTpevyaeTcs y nauueHToB
C UMPPO30OM nedyeHu, a GearnoTeHoBas AveTa ynydywaer
6MOXMMUYECKME MOKa3aTenn QYyHKUMM MeYeHW y nauueH-
TOB C BUPYCHbIM renatutom C [40]. MauneHTbl ¢ Hanuymem
anti-TG go Havana nevyeHus BupycHoro renatuta C npenapa-
TaMu IFN-a MMenu NoBbILWEHHBIN PUCK Pa3BUTUA LelInakum
BO BpeMsi Tepanuu. lpumeHeHne 6e3rnioTeHOBON AMeThl
MOXET 6bITb PaCCMOTPEHO B KayecTBe MeTofda npodunak-
TUKW Pa3BUTUS LieNMaKnMK Y NaLneHTOB C BUPYCHbIM renatu-
ToM C npu Hanuymu anti-TG go Havyana nevyeHns MHbeKLUn
[41, 42]. PeTpocneKTUBHOE WccliefoBaHWe, BKOYatouee
245 nauyMeHToB C Lenakuen, npegnonaraer, 4TOo OTCYT-
CTBME HOPManM3aLMu YPOBHS OAHOM WMAM 06EUX amMMUHO-
TpaHcdepas nocne roga 6e3rNOTEHOBON AMETbl y nauu-
E€HTOB C LefiMaknen MOXeT yKasbiBaTb Ha CoMyTCcTBylolee
3aboneBaHne neyeHu, BKAOYasa BUPYCHbIK renatut C [43].
OaHaKo B Apyrom nccneaoBaHuK He yaanoch BbiBUTb CBSA3b
MeXy BUpPYyCHbIM renatutom C 1 pa3BuTnem Lenvaxkuu [44].

BUPYC rPUNMNA

B xoge MacwTabHOro peTtpocneKTUBHOrO uccnegoBa-
HWS, NpoBedeHHOro B HopBernun, B KOTOPOM NPUHANK y4a-
cTue 2,6 MITH YenoBeK, 6blna o6HapyxKeHa NoNoXUTeNbHas
CBSI3b MeXAy WHOMUMPOBAHMEM FPUNNOM WM pas3BUTUEM
uenvaxkuMu. ABTOpblI MPUXOAAT K BbIBOAY, YTO, BEPOSTHO,
MHOMUMPOBAHME BUPYCOM rpunna B JajibHENWeEM yBenu-
YnBaeT PUCK Pa3BUTUSA LLENMAKUKU, HO AaHHasa MPUYUHHO-
cneAcTBEHHAa CBA3b AOMXKHA ObiTb TWATENbHO M3y4veHa
B 6yaywux uccnegosaHusax [45]. MauneHTsl, cTpagatowme
uenuaxkuMemn, Nno-BMAMMOMY, UMeIOT 60NbLNI PUCK rocnnTa-
nM3auum npu nHouumMpoBaHuu rpunnom [46]. CBA3b mexay
TSKeNnon GopmMon rpunna u pasBUTUEM LLEIMAKUU MOXKET
OblTb 06bSICHEHA PO/bI0 OCTEOMNOHTUHA, KOTOPbLIN ABNAET-
CSl CNIOXHbIM LUMTOKMHOM W aare3mBHbiM 6€1KOM, 06blYHO
cofeprKalmmecs B MONEKylax BHEKETOYHOro MaTpuKca.
Ero npoayKuusi cBsizaHa ¢ HECKONbKUMW NaTONIOrMYECKH-
MU COCTOSIHUAMM, BKOYas ayTOMMMYHHble 3aboneBaHus.
M3BECTHO, YTO OCTEOMOHTWUH YCyrybnsetr noBperKaeHue
NIErknx Bo Bpems rpunna [47].

PECNUPATOPHO-CUHLIUTUA/IbHBIA BUPYC (PCB)

PeTpocnekTnBHoe uccnegoBaHuWe, MNpoBeAEeHHOe
B LLUBeuun ¢ yyactnem 3835 feTen, BbISBUIO CBA3b MeEXAY
PCB-uHbeKunen n pa3ButueM uenvakuu. Mccnegoartenmu
He M3y4yasv MexaHM3Mbl BO34ENCTBUS BUPYCHOM MHDEKLINK
Ha pa3BUTME aAyTOMMMYHHOro 3abofieBaHus, HO YyCTaHo-
BMAM Hanuume anti-TG y nauumeHToB, nepeHecuunx PCB-
UHbeKuuio [48].

3AK/TIOYEHUE

Bupycbl, BEPOSITHO, UrpaloT BaxKHYIO POib B MaToreHe-
3e uennakun. OgHako Bo3gencTBmne Bupyca camo no cebe
He NPUBOAMT K Pa3BUTUIO ayTOMMMYHHOro 3aboneBaHus.
YacToTa KIMHWYEeCKON BUPYCHOM MHPEeKLUK (6e3 y4yeTa aTUO-

N10rMK) He CBA3aHa C NOBbIWEHHbIM PUCKOM Pa3BUTUS LEenu-
aKWK, YTO NOAYEPKMBAET BAXKHOCTb U3YHEHMS POIN KaXKaoro
BUpYyCa B OTAENbHOCTU. BeposaTHO, CywwecTBYOT HECKONbKO
BUPYCOB, MHOMLMPOBAHME KOTOPbIMKU MOXKET Cnoco6CTBO-
BaTb Pa3BUTUIO LiEIMaKUK, U, BOSMOXHO, HECKONIbKO NyTeN
aKTMBaLMM MMMYHHOW CUCTEMbI, NPUBOAAWMX K noTepe
NepeHOCUMOCTH MULLK.

CnepyeTt NOMHUTB:
®  MNPOCTON MUMWKPWUM WAKW TOrO, YTO BWMPYC MHAYLMPYET

BbICOKMI ypoBeHb anti-TG, Hef4OCTaTOYHO ANS pa3BUTHA

3a60neBaHuUs, Aaxe Npu Haanyun reHeTM4eCcKon npes-

PacnofioXEHHOCTH Yy NaLneHTa;

°  ANS MHAYKUMKU LLeNMaKmMmM BUPYCOM HEOBX0AMMO Hanunyune
BOCNanuTeNbHOro GoHa;

e |IFN | (Bkntovasa IFN-a), no-BMAMMOMY, UrpaeT BarKHYyHo
POJib B pa3BUTUM LieSIMaKknu, YTO HEOOXOANMO Y4UTbIBaATb
npu NeYEeHUN BUPYCHbIX 3a60NeBaHUN;

e peosupyc cepotuna 1 (tun Lang) BbI3bIBAET peaKkuuio
B KULWEYHUKE, KOTopas MOXKeT n3bupatenbHO USMEHATb
COCTOSIHUE UMMYHHOW CUCTEMbI, MHAYLMPYS HapylleHue
NULEBOV TONEPAHTHOCTU K NULLEBOMY BENKY;

e ans 6ONblUIMHCTBA BMPYCOB MX PONb KaK TPUITEpPOB
WM NPOTEKTOPOB TOYHO HE YCTaHOB/IEHA, HEKOTOPbIe
13 BUMPYCOB ABASAIOTCA NOTEHLMANbHBIMU TPUTTEPAMU;

® OTCYTCTBYIOT AaHHblE O CBA3M BaKLUMHALWUK C pa3BUTUEM
Lenvakuu;

® poTaBMpyCbl — OAMH M3 BOCbMMW POLOB PEOBMPYCOB —
paccMaTpuBaloTCs B KayecTBe NoTeHunanbHoro ¢pakTo-
pa, y4acTBYyIOLEro B NatoreHese LeMakuu.

Takum 06pas3om, coveTaHue BO3LENCTBUSA BUpyca, Mu-
ajuHa (KoTopbli caM no cebe MOXET NPUMBECTU K Bocnane-
HMIO) M ApYyrnx GaKTOpPOB, BbI3bIBAIOLLMX BOCMANEHNE (TAKMX
Kak IFN-a), MoxeT npoBouMpoBaTb Pas3BUTUE LETUAKUK
y NauMeHTOB ¢ onpeaeneHHon reHeTu4ecKom npeapacnono-
KEHHOCTbIO.
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BBEAEHME MNOTHbIX KOHTAKTOB, NOAAB/IEHNE BbICBOOOXKAEHUS 30HYN-
CocTosiHMe cucTembl BMTammMHa D M KOCTHbIM MeTa- Ha [10]. dencTtBue BuTaMnHa D Ha cuCTEMY BPOXKAEHHOIO
60/11M3M [OCTaTO4HO MOAPOGHO M3YyYeHbl MPU LEeNnakuu, MMMYHUTETa CBSA3bIBAIOT CO CTUMYNSLMEN NPOAYKLUUU HEWN-
BOCMNaNMUTE/bHbIX 3a60/1€BaHUAX KULWEYHUKA U CUHAPOME Tpodunamu, mMakpodaramm M KneTKamu, BbICTUAAOLWUMHU
pasapaxeHHON KUWKK [1-6]. OnucaHbl Takne MmexaH1M3mbl anuTenManbHble NOBEPXHOCTU, aHTUBaAKTEepUabHbIX NENTU-

BAUSAHWMS BUTamuHa D Ha cocTosiHMe CNUM3UCTON 060/I04HKHK [0B C LUMPOKOW aHTUMMKPOOHOW aKTUBHOCTbIO — KaTesu-
KUWEYHMKA, KaK perynsums CeKpeLun Cau3u CInu3ncTon umamHa (CAMP) n 6eta-gedeHsnHa 2 (DEFB4) [11, 12, 13].
060/104KMN TONCTON KULWKMKM [7], obecneyeHne LenoCcTHOCTH B pesynbrate umMeetr MecTO MOBblWEHWE aHTUMUKPOOBHOIo
ee CTPYKTypbl [8], BAUSHWE Ha cocTaB M GYHKLMWU KULLIEY- [OEeNCTBUS B OTHOLEHUM HEKOTOPbLIX MaToreHoB, WMHAYKLMUSA
HOW MUWKPOOMOTLI [9], MOBbIWIEHWE 3KcCnpeccun 6GenKoB BHYTPUKJIETOMHOIO peuentopa pacrno3HaBaHWA naToreHa
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NOD2, ynydweHue TpaHckpunumm CAMP n DEFB4, nogaBne-
HWE 3KCMNPeccun rencMamHOBOro aHTUMUKPOOHOro MenTu-
[a, CHW¥eHue bepponopTUH-ONOCPEAOBaAHHOIO 3KCnopTa
BHYTPUK/IETOYHOrO Xenesa [14, 15]. BnusHue ButammHa D
Ha afanTMBHbIN UMMYHWUTET 3aKto4aeTcs B KOHTpone And-
GepeHLNPOBKN U MHOYKLUN CO3pPEeBaHUS OEHOPUTHBIX Kne-
TOK, 3KCMPECCUU Ha MOHOLMTaAX MOJEKYN, y4acCTBYHOLLUX
B 3axBaTe aHTUreHa, CHUXEHUN MPOBOCMNANUTENIbHOIO OTBE-
Ta Thl, NoBbIlLEHNM NPOTUBOBOCMNANMTENBHOIO O0TBETA Th2,
yBeMYEHUN KonmyecTBa T-perynatopHbix Knetok (Treg),
orpaHuyeHun konudectsa CD4* T-kneTok [16]. 3a cHeT aTuX
NAenoTponHbix adPeKkToB BUTaMMH D KOCBEHHO cBfA3aH
CO CTEeMNeHbld aKTUBHOCTU psfa MMMYHOOMOCPEAOBaHHbIX
3aboneBaHuit. Cpean HUX MOXKHO 0CO60 OTMETUTb 60NE3Hb
KpoHa, uennakuio n ayToMMMYHHbIW racTpuT [2, 6, 17].

O6lwme naToreHeTMYeCcKMe MexaHW3Mbl B3aMMOCBS3U
3a60neBaHn }enyao4HO-KULWEYHOro TpaKTa ¢ COCTOSHUEM
KOCTHOWM CUCTEMbI OAMHAKOBbI, OAHAKO A/19 KaXKA0on HO30/10-
MK UMEIKOTCH CBOM OCOBEHHOCTM.

3BOJIIOLUSA NPEACTABJIEHUMA O LLEJIMAKUMN

Lennakna — cuctemMHoe ayToMMMyHHOe 3abosieBa-
HWe, NPOSABASIOLLEECS MIOTEH-3aBUCUMON CUMNTOMATUKOMN,
Ha/lMYNeM aHTUTEN K TKAHEBOW TpaHCryTaMUMHa3€e B CbIBO-
POTKE KPOBW W 3HTEpONaTUen y reHeTUYECKH Npeapacnosno-
EHHbIX i [18].

[AnuTenbHOe BpeMs LEeNMaKkuio paccMaTtpuBanv TOMbKO
KaK MaToNoruio Kenyfo4HO-KMUIWEYHOro TpaKTa, npoTeKato-
wee € BblpaXeHHbIM CMHAPOMOM Manbabcopbumn Bcnea-
CTBME TKENOoM aTPOdUM KMLWEYHBIX BOPCUHOK U XPOHUYECKOM
nvapeen [19, 20]. CerogHs aoKasaHo, 4To 60see NoMoBUHbI
naLuMeHTOB C 3TOM HO30/10rMEN MMEIOT aTUMUYHOE TeyeHue
¢ npeobnagaHMem BHEKULLIEYHOM cuMnToMaThKu [21]. MNepBble
COO6LEHNSI O HaMYMU KOCTHbIX CUMMATOMOB MPU LeIMakum
nosiBuauch ewle B 50-e rofbl npoLunoro Beka [22, 23]. B coBpe-
MEHHOW NuTepaType Npu BnepBble AMarHOCTUPOBAHHOW Lienu-
aKMKW OMUCaHbl TaKMEe BHEKULIEYHbIE NPOSIBEHUS, KaK HU3KO-
pocnoctb, 6011 B cnuHe, ANddY3HbIE CKENETHO-MbIWEYHbIE
6011, cnaboCcTb MPOKCUMManbHbIX MbIWL, W OCTEOMansuus,
nedopMaumn ckeneta, gedeKTbl 3y6HOW aManu U peunamBu-
PYIOWKMIA Kapuec, HU3Kas MUHepanbHas NAOTHOCTb KOCTHOM
TKaHu (MIK), cHMXeHHas KOCTHaa Macca, NoBbILWEeHHas Xpyn-
KOCTb KOCTEN U CBSI3aHHas C 3TUM BbICOKas YacToTa nepeno-
MOB [24-26]. CocTOsIHMSA, CNOCOBCTBYIOLLIME NATONOrMYECKUM
M3MEHEHWSIM KOCTEN NPU LIeNnaKkuK, NnpeacTaBneHbl B Taon. 1.

MHCTpyMeHTanbHble M nabopaTtopHble AaHHble CBUAe-
TeNbCTBYIOT O 60fee 4acTOM HapyweHWU MUHepPanbHOro
o6MeHa B BMAE 0CTEONopo3a U 0CTEONEHMM KaK Yy 60NbHbIX
C TUNMYHOM opmon 3abonieBaHuUd, TaK U MPU CYOKJIUHU-
YeCKMX BapuaHTax, y 6€CCUMMNTOMHbIX NALMUEHTOB U Y NNLL,
He cobnpatowmx cTporyo 6esrnoteHoByto auvety (bra)
[27-29]. B Tabn. 2 npeacraBfieHbl UCCNeOBaHUSA, NOCBSA-

Ta6nuuya 1. CocTOHUA, CNOCOBCTBYIOLME NATONOIMYECKUM UBMEHEHUSAM KOCTEN MPU LennaKkum [26]
Table 1. Conditions contributing to pathological changes in bones in celiac disease [26]

dakKkTop MexaHu3m pencTBua
Manbabcopbuus KanbLns
Oednuymnt BuTammHa D
MoBperxaeHne cNM3ncTon 060104KM KULLIEYHUKA (YMEHbLUEHWE 30HbI aKTUBHOMO BCACbIBAHMS)
MnoKkanbuMemus MN3MeHeHUst B MexaHU3Me TpaHcnopTa KanbLusa (NoTepst KanbOUHANHA U KanbLWA-CBA3bIBalOLWMX GENKOB)

HepocTtaToyHoe noTpebneHne Kanbums

CHW»eHWe NoTpebneHns MONOYHbIX MPOAYKTOB (HEMEPEHOCUMOCTb NaKTO3bl)

Cteatopes

Manbabcopbuus BuTammHa D

M3meHeHna meTabonmMama BuTamuHa D

'MnoButamMunHos D

CHUKEeHWe ypoBHSA BUTaMUH-D-CBA3bIBAIOLLNX GENKOB

CHMKeHWe noTpebneHns ButammHa D

Cteatopes

BocnaneHune Kuwe4HnKa

XpoHuyecKoe BbICBOOOXAEHUE MPOBOCMaNUTENbHbIX LUTOKUHOB

MNTr (BTOpMYHbIM rMNepnapaTMpeos)

[OpPMOHbI
AcTporeHbl M aHaporeHbl (moaynsaumsa cuctembl RANK/RANKL/OPG)
CHWXKEeHMe BcacbiBaHUS KanbLMs B KULLEYHUKE
YBenuyeHve No4eyHOn IKCKpeLnmn KanbLumus

KopTnkoctepounabl

HapylweHune pyHKLMK 0cTeo61acToB

MN3ameHeHKe LnKIa pe3opbLmMmu 0OCTEOKIacToB

AyTOMMMYHHbIE U3MEHEHUS (ayTOMMMYHHbIN TUPEOoUANT, repneTudopmHbIn gepmaTtut, CA1)

[narHocTuKa BO B3POC/ION KU3HM

[lononH1TeNbHbIe Hapywenue BI'Ji

daKTopbl pUcKa AKTWBHOe 3a6oneBaHue

Huskuin UMT

daKTopbl 06pa3a XU3HU (HefoCcTaTOK GU3NYECKON aKTUBHOCTH, KYpeHHe)

lNpumeyaHue. NMTI — napaTupeonHbii ropMoH; Bl — 6esrnioteHoBas aveta; C1 — caxapHbli gnabeT 1-ro tuna; UMT — uHaeKc maccbl Tena.
Note. PTH (MTr) — parathyroid hormone; GFD (bl']) — gluten-free diet; DM1 (CA1) — diabetes mellitus type 1; BMI (MMT) — Body Mass

Index.
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REVIEW

OB30P JINTEPATYPbI

weHHble oueHke MIK, KocTHOro meta6onuMama u craTyca
BUTaMuHa D y 601bHbIX LleTMaKnen.

ButamuH D npu uenMaknm Takxe BAMSET Ha IKCNPECCHUIO
6€ENKOB MOTHbIX KOHTAKTOB, KOTOPblE SIBASIOTCH OCHOBHbI-
MU COELUHEHUSIMWU, OTBETCTBEHHbIMW 3a Perynsauuio npo-
HUUaeMoCTn Gapbepa CAU3UCTOM O06ONIOYKKM KULEeYHUKa
[50]. UccnegoBaHMa NoKasasu, YTO CbIBOPOTOYHbIE KOHLIEH-
Tpaunn 25(0H)D5 < 30 HMoOnb/N U >T75 HMO/IL/N B MAaf-
wem Bo3pacTe ObliM CBA3aHbl C MOBbLIWEHHBIM PUCKOM
Pa3BUTUS LEeNWaKkun y aeten M3 rpynnbl reHeTUYecKoro
pucka [51]. OaHaKo BbIBOAbLI O BAUAHWM NpMeMa BUuTamuHa D
Ha PUCK peanu3dauuu LesMakuMm 4o CUX Nop NPOTUBOPEYN-
Bbl. A. Verma 1 coaBT. HagHa4yanu 60 000 ME sutamuHa D
B Hejeno B TeyeHue nepBbiXx 3 mMec AeTaMm ¢ gebuumtom
BMTamumHa D (< 30 HMONb/N) Ha GOHE LieIMaKkum, nocne 4ero
npuem ButamumHa D 6bin NpeKpalleH M nauueHTam peKo-
MeH0BaHO AanbHenliee cobnoaeHne blf, yepe3 6 mec
HabnlAanocb 3Ha4YMMoe NoBbiWeHME YPOBHA BuTamuHa D
B cbiBOpoTKe (¢ 23,63 +£1,13 go 33,83 + 3,8 HMOAb/N),
HO HM B OAHOM C/ly4ae HopManbHble 3Ha4YeHus BuTammHa D
He 6blM AOCTUTHYThI [52]. Ha ctatyc BuTaMunHa D mMoxeT
noBAuATb cobnogeHune bIJ, nnoxoe BcacbiBaHWe U CHUXe-
HWe notpebnexHns xonekanbumdepona [53]. OgHaKo, He3a-
BMCUMO OT YpOBHSI BUTaMuHa D B Havane unu Bo Bpems bI/,
6ONbWKHCTBO 3KCNEPTOB PEKOMEHAYIOT KOHTPONMPOBaTb
ypOB€eHb BUTaMmHa D B CbIBOPOTKE Y BCEX NALMEHTOB, OCO-
6eHHO Korga geduunt BuTaMmnHa D pekoMeHayeTcs KoMm-
neHcUpoBaTb JIeKapCTBEHHbIMKM Npenapatamu unu gobas-
Kamu BuTaMunHa D [6]. K ToMy e Heo6xoanMMo NpUHUMaTb
BO BHMMaHue, 4To, NOMUMO cobcTBeHHO BI[, Ha addek-
TMBHOCTb canjemMeHTauMm u MetabonuM3m Kanbluauona
BAusaeET aKenpeccus reHa VDR. B yacTHocTH, T-annenb Fokl
nonumopdunama reHa VDR accouummpoBaH ¢ aedpuumTom
25(0H)D5 B CbIBOPOTKE KPOBW Yy MALMEHTOB C LieNMaKuen
[54]. Hannyne ayTOMMMYHHOM CUHTPOMUK B BUAE COYETaAHUS
LUeflMaknumn ¢ caxapHolM guabeToMm 1-ro Tuna, XPOHUYECKUM
ayTOMMMYHHbIM TUPEOUANTOM YTSXKENAET NPOSABIAEHNUS HU3-
Ko obecrnevyeHHocTn BUTaMnHOM D [44, 55]. Heobxoanmbl
LONONHUTENbHbIE UCCNIEA0BAHMSA A5 OLLEHKMW BAUSIHWSA CTPO-
roro co6nogerHns b Ha cogepxxaHne sutamumHa D.

OCOBEHHOCTHU KOCTHOIo METABOJIUSMA

MPU LENTUAKUH

NcKkntounTenbHoe 3HavyeHuwe cHwkenns MIK, Hapyuwe-
HME KOCTHOro MeTabonuM3ma, HU3KUIM YPOBEHb KanbLus
B CbIBOPOTKE KPOBU MNPU LieIMaK1Kn UrpatoT 3Ha4MMYIO posib
y etein, ocobeHHOo A0 Havana cobntoaerHus brA [26]. daxe
cTporas bl[l B TeyeHMe 1-2 neT He BOCCTaHaB/MBaeT
y neten MIMNK B nonHoM o6beme, XOTa B UTepaType ecTb
JaHHble U 06 3dDPEKTUBHOCTU NpuMeHeHns Bl Ha npoTa-
*eHun nepBbix 12 mec [37]. HeagekBaTHbIM HA6op NMKOBOW
KOCTHOM MaccCbl U yBeNWYEeHWe MNOTHOCTU KOCTHOM TKaHMU
B AETCTBE MPUBOASAT KaK K CHUXEHWIO TEMMOB pocTa, Tak
M K Byaylien npeapacnofioXeHHOCTH YenoBeKa K nepeno-
Mam [45]. OTHOCUTENbHbIM PUCK PAa3BUTUS NEPEOMOB Y NNL,
C LenMakuen, B TOM Y1cie gnarHoCcTMpoBaHHOM B AETCTBeE,
coctaBnsieT ot 0,9 no 7 [46, 47], a Ana NnepenomMoB LenKn
6enpa — ot 0,66 go 1,9 [48, 49]. B 0630pe K. Skoracka
n coaBT. (2024) noka3aHo, 4YTO No4YTU 75% 6ONbHbLIX Lienu-
aKMen UMeloT OCTEONEHMI0 UK ocTeonopos [56]. OaHakKo,
HECMOTPS Ha CWUIbHYIO B3aUMOCBSA3b MEXAY HU3KUMK 3Ha-
yeHunamu MIMK n uennakuen, B HacToslee BPEMS He cylle-
CTBYeT peKkoMeHpauun o6 0693aTeslbHOM [LEHCUTOMETPUHU
npu atoi natonoruu [50].

Begywyo ponb B notepe KOCTHOM Macchbl Mpu Lenua-
KWUM UrpaeT MeCcTHOe U CUCTEMHOE BOCManeHue, XxapakTe-
puaylolleecs MNOBbIWEHWEM YPOBHS MPOBOCNANUTENbHbIX

LMTOKMHOB (dpaKkTopa HeKpo3a onyxonu anbda (TNF-a),
nMHTepnenkunHa (IL) 1 n IL.-6 B cnnancTon 060104Ke KuLiey-
HWKa W CbIBOPOTKE KpoBW [51, 52], 4TO CBA3AHO C WX
60/1ee BbICOKOM aKCMpeccHen xapakTepHbIMU ANs Lennakum
MHTpaanuTenuanbHbiMK nuMdoLMTamn ¢ ramma-gensra-T-
KNeTo4yHbIMK peuentopamu [53]. bonee BbICOKME YPOBHM
umMtoknMHoB TNF-a, IL-1, IL-6, cTUMynupyloWmMx OCTEeOoKNa-
CTOreHes, U HU3KMe ypoBHM IL-18 1 IL-12 MoryT Hanpsimyto
BNMATb Ha NAIOTHOCTb KOCTHOM TKaHW MpW LEeNnMaKkum Hesa-
BMCWMMO OT ypOBHS BMTamuHa D v ypoBHs MTI [56, 54].

UnToKMHbI (TNF-a, IL-1a, 1L-18, TNF-B), KOCTHble MOp-
doreHeTnyeckne 6enku (BMP), 17B-acTpagmon, rnioKoKop-
TMKOCTEepouabl, MMMyHogenpeccaHTol, MTI, npocTtarnaHauH
E2 unun dakTtop pocta pubpobnacTtos (FGF) BAMsaIOT Ha ypo-
BEHb 3KCMNpeccun reHa octeonpoterepuHa OPG, peanusy-
olero cBon 3addEeKTbl B OCHOBHOW CUTHaANbHOW CUCTEME
MeTabosiM3Ma KOCTHOM TKaHU (peLenTopHbIM aKTuBaTop
NF-kB-nuranga (RANKL) / aktuBatop peuentopa NF-xB
(RANK) / octeonpoterepud (OPG) [RANKL/RANK/OPG])
[57]. MpeanonaraeTcs TaKKe, YTO CHUXKEHNE KOCTHOW MacChbl
B nepudeprnyecKoM cKeneTe B3POCbIX NaLMeHTOB C Leana-
Kunewn [58] cBsiI3aHO ¢ annenbHbIM BapMaHToM reHa IL1B [26].

BocnaneHne cnn3ncTton 060M104KN KULWEYHUKA OT ABe-
HagUaTMNEePCTHOW KWUWKKW A0 AMCTaNnbHOro oTtaena noa-
B3JOWHOM KULWKKN U BblparKeHHas aTpodusa KULWEYHbIX BOP-
CUHOK NpMBOAAT K ManbabcopbLumm BuTaMmnHa D n Kanbuus,
KoppenupytoLlien ¢ noBbilleHnem ypoBHs MNTI [59], a kKpome
TOrO, K HapyleHWio BcacblBaHUd jKenesa, maruus, B,
UMHKa 1 Meaun [60], TakKe Heob6XoaAMMbIX ANs NpaBuib-
Horo metabonuama Kocten [61]. TunuyHas dopma uenuna-
KWW COMPOBOXKAAETCA CHWXKEHWEM BCaCblBaHUS KanbLus
B KMLLUEYHMKE 3a CYET ero cBsA3biBaHnsa ¢ HeabcopbupoBaH-
HbIMWU XMPHBIMW KWUCNOTaMK, YBEIUYEHMEM MNOTepPb Kalb-
LMSA C KanoOM U CHUIKEHMEM IKCKPEeLMU KanbLus C MOYOM
[56, 62]. JednunT UMHKa CONpPOBOXKAAETCA HU3KMUM YPOB-
HEM MHCYIMHONOAO6GHbIX GaKTOPOB POCTa, KOTOpPblE OTBET-
CTBEHHbI 3a M3MeHeHUs B MeTabonname Kocten [63, 64].
MOHbI MarH1s B KOCTHOW TKaHW yay4dlwatoT pacTBOPUMOCTb
docdopa v rugpokcManaTMtTa KanbLus; MarHumi WMHAYUM-
pyeT nponudepaumio ocTeob6aacToB, a TaKKe Heobxoanm
4NS aKTMBauuu BUTamuHa D, MOCKONbKY 60MbLUMHCTBO
depMeHTOB, y4yacTBylOLWMX B MeTabonnmame BuTamuHa D,
TpebytoT MarHus [65].

Manbabcopbuma BuTaMmnHa D He TONIbKO SBNISETCH BaX-
HOW NpuYnHOM cHMKeHua MIK [31, 38], HO U cam aedu-
LUMT BUTaMMHa D conpoBOXKAaeTcs NOBbIWEHHLIM PUCKOM
pas3BUTUS LIeNMaKKK, 4TO noATBeprkaaeTcs 6onblen pac-
NPOCTPaHEHHOCTbIO 3a60NeBaHNA CPpeaun NIOAEN, HUBYLLMX
B CeBepHbIX reorpadunyecknx pavoHax, rae BO3AencTBue
CofHe4yHoro ceeTa unn UVB-u3nyyeHus Ha KOXKy AocTaTou-
HO HU3Koe [66]. Kpome Toro, y aeten, POXAEHHbIX B NeT-
HWe MecsLlbl, KOTOpble BMepBble MOAy4aloT MTeH 3UMOW,
B nepuoa 6onblwero pucka geduunta ButammHa D, vawe
pa3BMBaETCS LeMaKus, YEM Y TeX, KTO POAMIICS B XONOAHbIE
mMecsubl [67].

MMMYHOTPOINHOE AEACTBUE BUTAMMHA D

NMPU LENTUAKUH

ButamuH D MOXKeT NpenaTcTBOBaTb PA3BUTUIO U TEYEHUIO
LuenvMakuu 6narogaps CBOMM MMMYHOTPOMHbLIM CBOMCTBAM.
Mpu uennakMnm nenTugbl rMuaguvHa, OKasblBas LencTBUe
Ha aKTMH 1 Z0-1, NpMBOAAT K MOBLIWEHUIO MPOHULL@EMO-
CTU KULIEYHMKA M NOCTynaloT B COOGCTBEHHYK MNAACTUHKY
ero cnmauctor 060/104KM [68, 69], rae Ae3aMUHUPYOTCS
TKaHEeBOW TPaHCriyTaMMHa30M W CBA3bIBAOTCA C NENKO-
UMTapHbiMKM aHTUreHamn yenoseKka (HLA-DQ2 n HLA-DQS8)
Ha aHTUreHNpPe3eHTUpPYLWIMX KneTkax. Tam CD4' T-KkneTku



aKTUBUPYIOTCH, M BO3HWKaeT BOCManuTeNbHas peakuus
3a CYeT CeKpeuuu UMTOKMHOB Thl, 4TO NMPMBOAMT K Knac-
CUYECKMM MOPAKEHUAM CAM3UCTON 060104KM [70-75].
ButamvH D MOXeT CywecTBEHHO BAMATb Ha 3TU UMMYH-
Hbl€ WM3MEHEHUS, CHUXKas CTUMYIMPYIOLWYID CNOCOBGHOCTb
T-kKneToK 1 Bo3Bpallasa otBeT Thl K 6osiee ToneporeHHoMy
BapuaHTy [50, 76-79].

CHHEPI¥3M AAEACTBUSI BATAMUHA D

U KUWWEYHON MUKPOBHOTbI NMPU LLEJIMAKUH

YuuteiBaa posib MmanbabcopbLmm KanbLus  BuTamuHa D
B naTtoreHese UefIMakuu, B HacTosillee BpeMs MPOBOAAT-
CSl LUMPOKME AMCKYCCUM O BAUSHMUM MX AOGABOK Ha Teye-
HWe 3aboneBaHns U COCTOSIHWME KOCTHOM TKaHW. HecmoTps
Ha MHOro4YucreHHble HabMOAEHUSA, KOHCEHCYC B 3TOM
BOMnpoce noka He AocTUrHyT [49, 80-82]. OaHako Heobxo-
AMMOCTb MOHUTOPMHIa U HadHavyeHns BUTaMmHa D nauneH-
TaM C uenvakuen noaTBeprKaeHa HECKONbKMMU HayYHbIMM
06LEeCTBAMU U YYPEKAEHUSIMMU pPas3HbIX 3anafHblXx CTPaH,
TakMMM KaK AMepuKaHCKasa Konnerus ractpo3aHTeposno-
rum [83], BputaHckoe 06LWECTBO racTpoaHTeponoruu [84],
CeBepoamMepmnKaHCKoe OOLLECTBO AETCKOM racTpO3HTEPO-
norun, renaTonorMn u nutaHus [85], rpynna MTanbSHCKUX
negMaTpUYeckux HaydHbix obliecTB [86]. B To e Bpe-
MA GOMbLWIMHCTBO aBTOPOB MonaraT, YTo BBejeHue bl
OKa3blBaeT MNOMOXKUTENbHOE BAIMSHWE Ha TevyeHue Lenuna-
Knn 1 Ha MIK npu atom 3a6oneBaHun [28, 84-89], xoTq
W He BCEM M3 HUX yaaeTca BoccTaHoBUTL MIK, ageKkBaTtHyio
30POBbIM NIOASAM.

MNocnegHve nybénuMkaumm CBUAETENbCTBYIOT O Bax-
HOM POAU MUKPOBMOTbI KULIEYHWMKA B KOCTHO-MWHEpaib-
HOM o6MeHe W pal3BuUTMKM ocTeonopo3a [90-92].
Mpeanonaraercs, YTO peanu3auns 3TOr0 BAUSHUA TaKKe
NPOMUCXOAUT Yepeld UMMYHHYIO cuctemy [93]. CBA3b MexKay
ayTOMMMYHHbIMK 3a60/1€BaHUSIMK, B TOM YUCNE LieNIMaKkuen,
MWKPOBUOTOM KuWeyHMKa M MIK yacTMyHO noaTBepKaa-
eTcq aKTUBHOCTbIO T-numdountoB-xennepoB (Thl7) un Treg
[94]. JoKkas3aHo TaKe, 4To BMTaMuH D urpaet ambuBa-
JIEHTHYIO POJib B CBSA3M MEXAY MUKPOOGMOMOM KULIEYHMKA
M MeTabonnM3mMoM KocTew [95, 96]: oH perynmpyeTt MUKPoOGU-
OM M UMMYHOBOCNanUTeNbHYO ocb (Treg), HO B TO }Ke Bpems
M3MEHEHHbI MUKPOBGMOM NP LLeNMaKUU MPUBOANT K CHUXKE-
HWIO BcacbliBaHMs BuTammHa D. CyntaeTtcs, 4YTO MUKPOGUMOM
KULWEYHWKa UrpaeT peluatoLLyto poib B Hopmanusauun MIMK
nocne Havyana b4 [95], no3aToMy MUKPOBGHOTA KULIEYHUKA
npeacTaBAseTCsd BO3MOXHOW Oyaylleh MULWEHbIO NeYeHns
octeonopo3sa [95, 96].

3AK/TIOYEHUE

BocctaHoBnenne MIK npu uenMakum HEBO3MOXKHO
6e3 aAeKBaTHOro HYTPUTMBHOrO obGecnevyeHus, KoTopoe
MOXeT 6bITb Npobnemon Ha doHe anuMuHauuoHHon BI.
MCTOYHMKOM OCTEOreHHbIX MMHEPASIOB, KaK NpaBwuo, ABNS-
I0TCH MOJNIOYHbIE MPOAYKTLI, ynoTpebsieHne KOTopbix 6biBaeT
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HoBocTu negunatpuieckoun papm

FDA ogo6puio nepBbii Ha3aJibHbIN Cripeu
C aApeHa/IMHOM Anfa ycTpaHeHUs aHadUulaKcum

y npaBieHNe No CaHMTapHOMY HaA30py 3a Ka4eCTBOM MuLLe-
BbIX NPoAyKToB M meauvkameHToB CLUA (FDA) omo6puno
npenapat Neffy (HasanbHbIM cnpen ¢ agpeHanuHoMm, ARS
Pharmaceuticals) ona 3KCTPEHHOro Je4YeHus annepruyecKkux
peakuui (Tun 1), BKAOYasa Te, KOTOpble MPeAcTaBAsSOT yrposy
L1151 }KU3HU (@HadunaKkeus), y BpocCbix U JeTEN BECOM HE MeEHee
30 Kr. 310 NepBbIK Npenapar ¢ agpeHannHoOM ANa yCTpaHeHUs
TaKWX peaKkLuni, KOTOpbI HE BBOAMUTCS MYTEM MHBEKLMMN.
AHadwunakems — 31O TAxenas, onacHas AN XU3HM
annepruyeckass peakuusi, Kotopas TpebyeT HEeOTN0XHOM
MeAMLMHCKOM nomoLln. K pacnpocTpaHeHHbIM aniepreHam,
KOTOPble MOTYT Bbl3BaTb aHapMIaKCUo, OTHOCATCS onpeae-
NIeHHble MPOAYKTbI NMUTaHWS, 1EKAPCTBA M YKYCbl HACEKOMBIX.
CUMNTOMbI O6GbIYHO MPOSIBASIOTCS B TEYEHWE HECKONbKMX
MWHYT Nocfe BO3AENCTBMS 1 BKJIKOYAIOT B ce65, NOMUMO NpPo-
4yero, KpanuBHULY, OTEK, 3yA, PBOTY, 3aTPYAHEHHOE AblXxaHue,
najeHne AaBneHust U NOTEP0 CO3HaHWA. AgpeHanuH — efuH-
CTBEHHOE crnacatoLLlee K13Hb ieyeHne aHadunakcum.

Opo6peHne Neffy ocHOBaHO Ha YeTblipex UccneaoBaHum-
fX ¢ y4acTneMm 175 340p0oBbIX B3POC/bIX Ntogen 6e3 aHadu-
NaKCUK, B KOTOPbIX M3MepPsSNach KOHLEHTPaL WS adpeHannHa
B KpOBM nocne BBefeHus. Pe3ynbraTbl 3TUX MccnenoBa-
HWIA MOKa3afnuM COoMoCTaBMMblE KOHLEHTpaLuWM agpeHanu-
Ha B KPOBW MeXay Has3aflbHblM CNpeem M 0406peHHbIMM
MHBEKLUMOHHbIMM NpodyKTaMu. lpenapaT Take npoge-
MOHCTPUPOBaN aHanorMyHoe MOBbIWEHWE apTepuanbHOro
OaBNEHUS U 4YacTOTbl CEpPAEYHbIX COKpalweHun. Hanbonee
pacnpocTpaHeHHble No6o4YHble 3dDEKTbI BKIOYaAM B cebs
pasapaxeHue ropna, nokanbiBaHWe B HOCY (MHTpaHa3aib-
Haa napecTesus), ronoBHyl0 60/b, YYBCTBO HEPBO3HOCTH,
oluyleHe nokanbiBaHUs (mapecTtesuns), ycTaaocTb, TpEMOp.

McTouHUK: https.//gxpnews.net/2024,/08/fda-
odobrilo-pervyj-nazalnyj-sprej-s-adrenalinom-dlya-
ustraneniya-anafilaksii/?amp=1

«Kpyra po6pa» oqoo6pua HOBbIX Npenapar
ANA AeTeun ¢ Mbille4yHou aucTtpoduen [jiolieHHa

3 KcnepTHbiv coBeT ¢poHaa «Kpyr gobpa» ogobpun nep-
Bble 8 3as9BOK Ha obecrneyeHne AeTen HOBENLWNM Mnpe-
napaTtom Ans TepanuuM MbllleYHON AUcTpodumn [olieHHa.
«dneBnanc» — nepBbIM Npenapart OAHOKPATHOro BBeAEHM s
019 TeHO3aMeCTUTENIbHOW Tepanuu MbllEYHON ANCTPODUK
JwoweHHa. C nomoulbld BUPYCHOrO BEKTOpa OH BHOCUT
B KJIETKM YKOPOYEHHYI0, HO GYHKLMOHASbHYIO KOMWIO TeHa,
KoaMpytowero BbipaboTKy 6enKka aguctpodrHa. PoHO 0XKuM-
naet, 4to B 2024 1. MOXKET NOJy4nTb 3asiBKM Ha obecrneye-
HMe npenapaTtoM «3NeBUANC» HECKONIbKMX OECHATKOB AeTeMn
C MbllleYyHou guctpoduen [woweHHa B Bo3pacTte 4-5 ner,
3as8BKMW NPOJOKAIOT NocTynaThb.

C 2021 r. «Kpyr no6pa» obecneyun Tepanven 6osnee
400 peten ¢ muogmctpoduen [oweHHa. 3aKynaemble

doHAOM NpenapaTbl atanypeH, 3TENMPCEH, BUATONAPCEH
M TOI0AMPCEH MOAXOAAT YacTu MauMeHTOB C MMOAUCTPO-
dnen [AoweHHa N IGPEKTUBHbI NPU KOHKPETHbLIX M3Me-
HeHuax B reHe DMD. lNpenapaTbl AOMXHbI MPUHUMATb-
cs perynapHo. «C BK/OYEHWEM elle OAHOro npenapara
B nepeyeHb GOHA pacliMPSeT BO3MOXHOCTU POCCUNCKUX
Bpayen no sieyeHunto 3Toro 3aboneBaHus, Tepanus cTa-
HOBUTCH [OCTynHa euwe O60/bleMY KONMYECTBY AETEW,
KOTOPbIM He NOAXOASAT APYrne naToreHeTUM4ecKue npena-
paTbl», — FOBOPUTCS B COOGLLEHUMN.

NcTouHuK: https://gxpnews.net/2024/06/ekspertnyj-
sovet-kruga-dobra-odobril-Ip-elevidis-dlya-detej-s-
myshechnoj-distrofiej-dyushenna/?amp=1

HoBbi NnpenapaT B 1Ie4eHUU TyoepKynesa

y npasneHWe No caHUTapHOMY Ha[30py 3a KayecTBOM
nUWeEeBbIX NPOAYKTOB M MeauMkameHToB CLUA (FDA)
n EBponenckasa komunceus (EK) ogobpunm npenapat Sirturo
(6efaKBWUNKH) ANa NedYeHns Ty6epKynesa Ierknx y B3pochbix
n geten ot 5 net, BbidBaHHOro Mycobacterium tuberculosis,
yCTOMYMBON K pudamMnuumHy UM M3oHuasupgy. JlekapcTtso
MOHO MCMNONb30BaTb KaK B3POC/bIM, TaK U AeTAM He Mnaj-
we 5 net u Becom He meHee 15 Kr. [penapat MHIMGUpPY-
et depmeHT ATP-cuHTady Mycobacterium tuberculosis,
Hapylwas CUHTE3 OCHOBHOINO MCTOYHWKa 3Heprum GakTte-
pyanbHbIX KNETOK, 4TO MPUBOAUT K UXx rubenun. lMonHoe

oAobpeHne npenapat noayymn nocne pesynstato ¢assbi
uccnegosanmna STREAM Stage 2. CornacHo BbiBogam y4e-
HbIX, KypC nepopanbHOM Tepanum 6eaakBUIMHOM OKa3ai-
cq 3pOdEKTUBHEE, YEM CXEMbI JIEHEHUSA MUHBEKLIMOHHLIMMU
npenapaTamu.

BnepBble nekapcTBO MOJly4MIO YCKOPeHHOoe opobpe-
HMe EK B 2014 r. FDA Bbigano ero HEMHOro paHblie —
B 2012-M. OgHaKo 370 6bISI0 YCIOBHOE pa3peLlleHne Ha npu-
MeHeHWe npenapaTa. Tenepb, Kak coobuwaeT KomnaHus
Johnson&Johnson, «Cc 3TUKETKX CHUMaIOTCH BCE COOOLLEHNS
06 orpaHu4yeHun, KOTopble OblIN BK/IOYEHbI NMPU YCKOPEH-
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HOM 0a06peHnn». KomnaHma B TedyeHue nocnegHmx 10 net
npoBoJMNa 3aK/loYMTENbHbIE WCCEeN0BaHUA ero nekap-
CTBEHHOW PEe3UCTEHTHOCTM.

BenakBWNKMH cTan nepBbiM HOBbLIM NpenapaToM Ans neve-
HuUS TyGepKynesa 3a nocneaHune 40 neT 1 Tenepb ABASETCS

KJII04eBbIM KOMMOHEHTOM peKoMeHAaLmi BcemupHoi opra-
HU3auuW 34PaBOOXPaHEHUS MO JIeYEHUIO JIeKapCTBEHHO-
yCTOMYMBOro Ty6epKynesa.

McTouHuK: https://spid.center/ru/posts/9735

FDA oao6puiio HOBbIX Npenapart AN 1eYeHus

dTONMU4yecKoro gepmaturta

y npasfieHWe MO CaHWTapHOMY HaA30py 3a KavyecTBOM
nuuieBbIX NPoAYKTOB 1 MeankameHToB CLUA (FDA) ogo6-
puno kpem Zoryve (podnymunact, 0,15%) ana nedvyeHus
aronunyeckoro agepmatuta (AT[l) Nerkon v cpeaHen cteneHu
TSXKECTM y NauueHToB B Bo3pacTe oT 6 net. lMpenapat —
nHrnéutop docdoanactepasbl 4, KoTopbin B uUone 2022 1.
6bl/1 006peH B 60J/iee BbICOKOM KOHLEHTPAL MK B Ka4yecTBe
cpeacTBa Ans nevyeHus 6a5WeYHoro ncoprasa y nauMeHToB
B BO3pacTe 12 neT 1 cTapule, a B okTa6pe 2023 1. — y aeTen
B Bo3pacTte 6-11 neT c ncopnasom.

Opo6peHne npenapata OCHOBAHO Ha MOMOMKUTENbHbIX
pesynbratax uccneaoBaHWi, B YAcTHOCTM WMCCNeAoBaHuMA
INTEGUMENT-PED. B HeM npuHsnu yyactne 652 pebeHKa
B BO3pacTe OT 2 A0 5 NET C IErKMUM 1 YMEPEHHbLIM TEYEHMEM
AT/l C¢ OUEHKOW aKTMBHOCTW 3aboneBaHua no wkane IGA
2-3 6anna v nopaxeH1MeM He MeHee 3% NOBEPXHOCTU Tena.
MHoekc EASI yyacTHMKOB cocTaBui He MeHee 5 6annos.
CpenHun BospacTt ageten coctaBun 3,3 roga. bonee nono-
BMHbl NaLWEHTOB paHee nojay4yanu Tepanuio MeCTHbIMU
ctepongamu, 17% — MeCTHbIMU UHTMOUTOPaMU KalibLIUHEB-
puHa, a 10% — KpncaboponoM. YYaCcTHUKKU MoJslydanun Kpem
¢ 0,05% podnymunactom nnm nnaueobo.

KnuHnyeckon adpPeKTUBHOCTU CrnycTsd YeTbipe Hepde-
oM pocturnn 25,4% peten B rpynne podnaymunacta

1 10,7% y4acTHUKOB M3 rpynnbl nnaue6o. 3Ha4yMmyo pas-
HULLY MEXAY rpynnamMmu OTMETUAN K KOHLY NepBON Heaenu
neyverus (9,4% B cpaBHeHnn ¢ 0,9%). TakxKe 3Ha4YNMYIO pas-
HULY BbISBUIW Ha BTOPOW Heaene Tepanun (21,2% B cpas-
HeHun ¢ 6,8%). HacToTa OLUEHKMW MO LWKane aKTUBHOCTH
3aboneBaHusa IGA O/1 6ann cocTtaBuna cnycta 4yeTbipe
Hepenu 35,4% B rpynne podbaymunacta u 14,6% Ha doHe
nnaue60. YnyylweHue no wKane niowanm U TaKecTm aK3e-
Mbl EASI Ha 75% n 6onee pgocturnn 39,5% y4acTHUKOB,
nosiy4yaBlWMUX MeCTHbIn KpeM ¢ 0,05% podnymunactom
n 20,6% peten 13 rpynnbl nnaue6o.

Han6onee pacnpocTpaHeHHbIMW HexenaTelbHbIMU
ABMEeHNAMU 6bln ronoBHasa 60/b (2,9%), TowHoTa (1,9%),
60n1b B MecTe HaHeceHus (1,5%), avapes (1,5%) n pBo-
Ta (1,5%).

M3BecTHO, 4TO TomM4YecKkue cTepounabl OblIn «30/10-
TbIM CTaHZapTOM» Jie4eHUs aToMMYecKoro pgepmaTtuta
Ha npoTsaxeHun nocnegHunx 50 net. OgHaKo npenapart pod-
nymunacT npeanaraet nauuMeHTaM HOBbIM BapuaHT ieyeHus
6€3 PUCKOB, CBA3AHHbIX C UX MPUMEHEHUEM.

McTo4HuK: https://www.medscape.com/viewarticle/
roflumilast-cream-approved-eczema- patients-
2024a1000cpx





