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O6palwjeHue K YyutaTenam

YBa)kaemble Konneru, goporve apy3sbsa!

Hento-KpacHbIM CEHTAGPb HAMOMHWU HAM He TONTbKO 0 6PEHHOCTH GbITUS U BEHYHOCTHU
WUCTUHHBIX LLIEHHOCTEN, O TOM, YTO XM3Hb LIMKIMYHA (BeAb 3@ OCEHblO BCEraa NpuxoamT
31Ma, a 3a Hel — BHOBb BECHa M NeTo!) U HenpeacKkasyeMa, HO M YTO Halle rnaBHoe
npu3BaHMe — COBepLIATb E€XEAHEBHbIM MOABMI, 3allMWas ManeHbKUX U NoGosblue
nauneHToB OT 60/1€3HEN, TPABM, HE61Aronoay4YHOr0 OKPYKEHMUS, HEMYTEBbLIX POAUTENEN,
ECTOKMX CBEPCTHUKOB, @ MHOTAA M OT BCEro, BMECTe B3STOrO0.

M 370 1aHHOCTb, KOTOPYIO HEBO3MOXHO U3MEHWUTL. [TOTOMY 4TO TaKoBa Halla nyylias
B MUpe npodeccus, BEPHOCTb KOTOPOM Mbl XpaHUM Ha NPOTSXKEHUN BCEN CBOEW HKU3HM!

Cneaysi cBOMM 06€lllaHUsM CBOEBPEMEHHO U B MOJSIHOM O0GbeMe cHabGaTb Bac
camow nocnegHen NpoBepeHHON MHGopMaLMen No BONpocam COXPaHeHUs U yKpense-
HWSI 30POBbS IETEN, Mbl MOATOTOBW/IM B 3TOM HOMEpPE MaTepualibl, KOTOPbIE, HECOMHEH-
HO, GYlyT MHTEPECHbLI BaM:
® PO ONbIT Ie4EeHUS Kene3oaedULMTHON aHEMUK, YacToTa KOTOPOM Cpeamn AeBOYEK CTapLlero NogpoCTKOBOro Bo3pacTa

[OXOOUT B HEKOTOPbIX PErMoHax Hallen cTpaHbl 40 45%;
® PO CMIOXHYI0 TEMY MOTEHLMANBLHOIO PUCKA Pa3BUTUS TPOMBO30B y AETEN C OTAENbHBIMU GONE3HAMMU;
® PO 3aBMCMMOCTb CHa peb6eHKa OT ero KMWe4YHOn MUKPOGHOTHI.

HecoOMHEHHbIV MHTEpeC, YBEPEHbI, BbI3OBYT KIMHUYECKME PEKOMEHAALMM MO BEAEHUIO eTeN ¢ MyKOMNoanMcaxapuao3a-
MU U JanaxecT nocfiefgHMX HOBOCTEN neamaTpun. A eule obpaTtuTe BHUMaHWE Ha HOBbIM MO3ULIMOHHbLIM AOKYMeHT Coto3a
negvMaTpoB Poccun no moBoAy HapacTatlolwen yrposbl pacnpocTpaHeHust nonvomuenuta B mupe. Hy 4to? WHTEepecHo?
YuTante u nonyvyanTe 3HaHUA U YAOBOLCTBUE.

C yBaXkeHuem,

rnaBHbIA pefaKTop }KypHana, akageMuK PAH, npodeccop, 3acnyXeHHbIW AeATeNb HayKu PO,

3aBepyowan Kadpeapon paKynbTeTCKOM neguaTtpum neguarpuyeckoro pakynbtetra PHUMY um. H.U. NMuporosa,
pykoBoautenb HUU neguatpum u oxpaHbl 3gopoBbsi aeten HKL N°2 ®IrBHY «PHLX um. akag. b.B. MeTpoBCcKoro»,
coBeTHUK BO3, uneH 6iopo Ucnonkoma MexayHapoaHoOn neguaTtpuyecKon accoumaLmm,

nacTt-npe3uaeHT EBponeicKkoi neguatpuyeckon accoumnauum (EPA/UNEPSA),

noyeTHbi npodeccop YHuBepcuteta Popxa (Utanusa),

No4eTHbIN YWieH neguartpuyeckoro ¢pakynbreta KoponeBcKoro Konneaxa repanestoB UpnaHguu

Nlena CenmypoBHa HamasoBa-bapaHoBa

Dear colleagues and friends!

This yellow and red September reminded us not only about frailty of life and the eternity of true values, that life is cyclical
(after every winter always comes autumn, and spring, and summer later on!) and uncertain, but also that our main mission
is to perform feat every day, to protect little and older patients from iliness, trauma, disadvantaged backgrounds, troubled
parents, cruel peers, and sometimes from everything all together.

And this axiom cannot be changed. Because this is our best profession in the world, and our loyalty to it will be kept
throughout our lives!

As we promised, we would like to share with you some most up-to-dated solid information on the preservation and
promotion of children’s health in timely and fully manner. We have prepared in this issue materials that will undoubtedly be
of interest to you:

* about the experience of iron deficiency anemia management, that frequency among teenage girls reaches 45% in some
regions of our country;

* about the complex issue of thrombosis potential risk in children with certain diseases;

* about correlation between child’s sleep and their intestinal microbiota.

We are sure that clinical guidelines on the management of children with mucopolysaccharidoses and latest pediatrics
news digest would be topical for you. Moreover, we would like to draw your attention to the new positional document of the
Union of Pediatricians of Russia on the growing threat of poliomyelitis spread in the world. Well. Are you interested? Read
and get knowledge and pleasure.

Yours sincerely,

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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Pe3yabTatbl paHAOMU3UPOBAHHOIO
MccjsiejoBaHUA CpaBHUTEJ/IbHOM

3O DEeKTUBHOCTU N1IeYeHUs
KenesoneduLUUTHOU aHEMUU Y JeTEHN
npenapatamu xXene3a (lll) ruapokcua-
NoJIMMasbTO3HOIro KOMMJeKca

U XXene3a cyabdarta

ABTOp, OTBETCTBEHHbIN 3a NEPENUCKY:

®uctoH MiBaH Bnagnmmuposmy, Bpay-rematosnor, 3aBeaytoLmnii OTAeNeHneM AeTCKON OHKoNorMm u rematonorun bY3 OpnoBcKoit 061,
«Hay4HO-KNMHUYECKMIA MHOrONPODUbHBINA LEEHTP MEAULIMHCKOW NOMOLLM MaTepaM v aetam um. 3.U. Kpyrnoi», acnmMpaHT Kadeapbl XMpypruyeckux
AWCLMNAUH IETCKOro BO3pacTta U MHHOBALMOHHbIX TEXHONOMMi B neanatpumn MeauumHckoro uHetutyta @Irb0Y BO «OpnoBCKuMit rocyaapCTBEHHbIN
yHuBepcuteT umenu U.C. TypreHesa»

Appec: 302028, Open, yn. OkTabpbeKasd, a. 4, Ten.: +7 (910) 260-15-13, e-mail: fisyn@mail.ru

AKTya/lbHOCTb. PeKoMeHfalmmn onTuMasbHOro Bblbopa mexay npenapatamu xeneda cynbpata (MKC) n xenesa (Ill)
rmapokecug-noanMmanbto3Horo kommnaekca (IMK) ana nedenus xenelzogepumuyntHon aHemmumn (MKAA) y aeten npotmBopeym-
Bbl. Uenb nccnegoBaHnss — cpaBHeHne 3¢PeKTMBHOCTH n 6e3onacHocTH npenapatoB xeneda () MK n XKC npu neye-
Hum XKOA y neten. Matepumanbl U meTogbl. B 2019-2020 rr. Ha y4acTKax NnoJAMKIAMHWUKK BbiMOJIHS/IaCb PaHAOMU3aLms
aeten (1 mec — 18 net) ¢ KAA Ha 2 TepaneBTndeckne rpynnbi: 15 nedernns KC B gose 3 mr/kr/cyT n xenesa (Ill) MK
B go3e 5 mr/Kr/cyT. [emorpamma oueHuBanack Kaxaoie 14 gHen. CpaBHeHUe 3(pHEeKTMBHOCTHU MPOBOANIOCH MO CKOPO-
CTU npupocTa remornobuHa (Hb); 3Ha4yeHno apUTPOLUNTaPHbBIX MHAEKCOB M CbIBOPOTOYHOIro pepputnHa (CP) B MOMEHT
Hopmanuzaumn Hb. CpaBHeHne 6e30MacHOCTM — [0 YacToTe HeXesnaTesbHbiX siBAeHuh. Pe3ynabTaTtbl. BKo4eHbI
B uccaegoBaHne U paHAoMU3NPoBaHbl Ha 2 coroctaBumble rpynnbl 65 geten ¢ KA, meanaHa Bo3pacta — 2,3 roga
(1-n; 3-n kBaptuam = 1,1; 4,3). CKopocTb npupocta Hb B rpynnax He otinvanack (0,34 (0,23; 0,48) r/n/cyT npoTuB
0,24 (0,21; 0,30) r/n/cyT, p = 0,891). KC oka3zasicsa appekTuBHee xenesa (Ill) MK no 3HayeHuto cpegHero ob6bema
apUTpoUUTa y4aCTHUKOB B MOMEHT Hopmasan3auum Hb (83,5 (80,0; 86,7) ¢n npotns 80,7 (79,0; 82,0) ¢, p = 0,006)
n cpegHero cogepxanus Hb B aputpounte (28,9 (ctaHaapTHoe oTK0HeHne/SD = 2,0) nr npotmuB 27,4 (SD = 1,8) nr,
p = 0,004); cpokn Hopmanuzaumn CO He pasanyannce. HexenatenbHbie aBaeHns npu npueme xenela (lll) MK sctpe-
Tmauck B 5,5 pas yaue no cpaBHeHnuio ¢ XKC, p = 0,0001. 3aknodeHmne. 3ppekTnHocTb XKC m xenesa (lll) MK B cTaH-
JapTHbIX 03ax corocTaBuma; NPeMmMyLecTBo o NepeHoCUMOCTH M BOCCTAHOBJIEHMIO SPUTPOLMUTAPHbIX MHAEKCOB 060-
CHOBbIBaET Ljesiecoo0b6pa3HoCTb npumeHeHus npenapatoB XC B nepBou nuHum tepannu XA y geten.

KnoyeBble cnoBa: getu, xenelzogepumyntHas aHemus, xenesa cynboar, xenesa (Ill) rugpokens noaMmMaabTo3HbIN KOM-
naeKc, 9pPeKTMBHOCTb, 6€30MaCHOCTb, HEXKENATE/IbHbIE IB/IEHMS, CKOPOCTb MPUPOCTa yPOBHS reMoriobuHa

Ansa yntupoBanna: ducioH U.B., KyaHeuoBa T.A., TkayeBa A.A., Aky6oBa E.B. Pe3ynbtathl paHAOMW3MPOBAHHOIO Uccne-
[0BaHWS CpaBHUTENbHON 3PPEKTUBHOCTU NleYeHUs xenesogeduuUnTHOM aHeMUKM Yy aeTen npenapatamu xenesa (lll)
rMAPOKCUA-NONMMANbTO3HOrO KOMMJIEKCA M ene3a cynbdarta. [leguatpuyeckas apmakronorms. 2022;19(4):313-325.
doi: https://doi.org/10.15690/pf.v19i4.2441

BBEJAEHME 3apy6erHbiMK creunannucTaMmm Kak y B3POCAbIX, Tak

HKenesopedmuutHasa aHemuns (KOA) aBnseTca oaHUM Wy aeTen B KayecTBe NepBoun MHUKU NepopasbHOM Tepanuu
M3 Hanbonee BarKHbIX KOMOPOWUAHbLIX COCTOAHWUN, yTsXKe- H/OA Hanbonee 4acTo UCrosib3yeTcs Kenesa cyfibdat, OTHO-
NAOWNX TevyeHrne Apyrux 3aboneBaHWM U MOBbIWAKOLLINX CALMIACA K NpenapaTtam [ByXBaNeHTHOro enesa (FeZ*) [2,
PUCK HeBNaronpuaTHbIX MCXOAO0B. [1eTn paHHEero M KeH- 3]. OgHaKo npu nevYeHnn B3POCbIX NALMEHTOB U 6epeMeH-
WMHbI PEnpoAyKTMBHOIO BO3pacTa Haubosee noasep- HbIX JXeHWWH ¢ A npenapatamu Fe2* (coneBbiMM npe-
weHbl KOA. TTOMUMO KOppeKuun AueTbl U yCcTpaHeHus napaTtamMu) HEKOTOpPbIE UCC/ieoBaTeNIM OTMEYaloT BbICOKYIO
apyrux GakTopoB pUCKa, KN0OYEBbIM MOMEHTOM, onpege- 4acToTy HexenaTesibHbIX NOB60YHbIX 3PPEKTOB CO CTOPOHbLI
NAOWUM NPOrHO3, ABNSIOTCS CBOEBPEMEHHAs ANArHOCTH- KENYLOYHO-KULIEYHOTO TpaKTa M OTHOCUTENbHO Nyylyto

Ka M Ha3HayeHue Tepanuu nepopasbHbiMM NpenapaTaMmu nepeHocuMocTb npenapartoB xenesza (Ill) rmgpokema-nonum-
enesa B agekBaTHoOM gose [1]. ManbTto3Horo komnnekca (IMK) [4, 5]. CBeaeHUs o cpaBHU-
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TeNbHOW 3QGEKTUBHOCTM M MEPEHOCMMOCTHU MNpenapaToB
Fe2* u TpexBaneHTHoro enesa (Fe3*) ans nepopasnbHoi
Tepanuu IOA y geten npoTMBOPEYUBLI, YACIO PaHAOMU3U-
POBaHHbIX UCCNEA0BAHNUI, NOCBALWEHHbIX AaHHOMY BOMPOCY,
orpaHuM4yeHHO, a NpoBeeHMe MeTaaHanM3a JaHHbIX uccne-
[I0BaHWI 3aTPyAHEHO B CBA3M C pa3nnymamMu amsanHa [1, 6].

depepanbHbIMU KNTMHUYECKMMU peKoMeHaumammn (PKP)
no AuvarHoctuke un nevyexuto XA (2020) B negmaTpuyecKom
npaKkTUKe npeanucbiBaeTcs OTAaBaTb NpeanoyTeHne npe-
napatam Fe3*, B yactHocTv enesa () TMK [7]. JaHHble
peKkoMeHAauMKn cocTaBeHbl HA OCHOBaAHUKM OTEYECTBEHHbIX
nuccnepoBaHui, nposefdeHHbIx 6onee 10 neT Haszag, rae
CpaBHMBaNUCb ABa NjaHa NedyeHus npenapartamu xenesa
(I TMIK 6e3 ccblIoOK Ha paHAOMM3MPOBAHHOE CpaBHeEHWE
¢ npenapaTamu Fe2* [8, 9]. 3a nocneanune 10 neT B oTeyecT-
BEHHOW nuTepaTtype Ony6/MKOBAHO €AMHCTBEHHOE paH-
[oMU3npoBaHHOe uccnegosaHue E.b. MayHeBoW 1 coasT.
(2016), nocesilleHHOe AaHHOM TemaTuKke [10]. OTcyTcTBME
B Poccuiickon degepaumnn JOCTAaTOYHOIO KOMYECTBA KOH-
TPONMpPYEMbIX PaHLOMU3UPOBAHHBIX UCCIeA0BaHWUM, NOCBS-
WeEeHHbIX nNpob6aeme NpeanoyTUTENIbHOro BbiGOpa MexAay
npenapatamu Fe2* n Fe3* npu neuenun XA y aetein, oby-
CNIOBUI0 @aKTyaNbHOCTb JAHHOIO UCCNef0BaHUS.

Llenb uccnepoBaHus

M3yyeHne cpaBHUTENIbHOW 3ODEKTUBHOCTU M Be3onac-
HocTu npenapaToB enesa (lll) MK u xenesa cynbdaTta
npu nevyeHun xenesongedUUnTHON aHEMUK Y AETEN.

MATEPUAJIbI U METOAbI

An3aiH uccnepoBaHuna

PaHoomMn3npoBaHHOE KOHTPONMpyeMoe KIMHUYecKoe
uccnegoBaHue.

YcnoBus BbINOJIHEHUA PAGOTbI
McenepoBaHune nposoaunock ¢ 01.10.2019 no 30.09.2021
Ha 4YeTblpex neanaTpUyYecKmUx ydacTkax nevyebHo-npodunak-

TMYECKOro yupexaeHus | ypoBHs r. Opna — JeTcKom ropoa-
CKOW NONMMKAMHUKKM N2 1; obuas 4YUMCNEeHHOCTb AETCKOro
HaceneHus, Habn4aemMoro Ha AaHHbIX ydacTkax, B 2019 .
coctaBuna 3573 pebeHKa, B 2020 r. — 3594. Cpeau neten
B Bo3pacTte oT 1 mec go 17 net 11 mec 30 aHen (1 mec —
18 neT) cnaoWHbIM METOAOM OTOMpPaNUCh NaLMEHTbI CO CHU-
YEeHUEM YypOBHS remornobuHa (Hb), COOTBETCTBYIOLWNM KpK-
TEPUAM AnMarHocTukmn aHemmm BO3 (2008): cHUXKEHME YPOBHS
Hb < 110 r/n B Bo3pacTte 6 mec — 4 net 11 mec; < 115 r/n
B Bo3pacTte 5 net — 11 net 11 mec n < 120 r/n B Bo3pacTte
ctaple 12 net [11].

MpUYMHON ANSA BbINOSIHEHUS reMorpamMMbl MOTAN GblTb
aKTMBHble anobbl no nosogy nb6oro 3aboneBaHus
unu obcnefoBaHue B pamKax gucnaHcepusdauuu. B ciyvae
BbISIBIEHWS aHEMUKN 0653aTe/bHble NabopaTopHble MeToAbI
[AMarHoCTUKKM BKJOYaNM 06LWMI aHann3 KPOBW, BbIMONHSE-
MbI Ha aBTOMaTMYECKOM reMaTofiorMyecKoM aHanmMsatope
Sysmex XN-1000 (Sysmex Corporation, AnoHUs) ¢ pyYHbIM
KOHTPONIEM NenKouuTapHon GOpMynbl U PETUKYNOLMTOB.
Ona puddepeHumanbHon guarHoctukm MIA ¢ apyrumum dop-
MaMu aHEMUU Ha aBTOMaTUYECKOM BMOXMMUYECKOM aHan-
3aTope Sapphire 400 Premium (TOKYO BOEKI MEDISYS Inc.
Tokyo, AnoHus) nccnengoBasncb CbiIBOPOTOYHbIE KOHLIEHTPA-
unn CP, cbIBOPOTOYHOTO XKenesa, 6unupybuHa un ero dpak-
LM, ypoBeHb nakTataermaporeHassl (JIAIN), C-peakTMBHOro
6enka (CPB), MO4YeBMHbI, KpeaTUHUHA. Mpy NoATBEPKAEHUN
HIA, Hapsay C MOMCKOM OCHOBHbIX GaKTOPOB pPUCKa pas-
BUTUSA CUAEPONEHMU, AOMNONHUTENBHO Ha3Ha4Yanncb 06LMI
aHanM3 MOYM, MUccnefoBaHMe Kana Ha CKPbITYyl0 KpoBb
W renbMUHTO3bl. B cnyyae HanuumMa nokasaHWM AOMOHM-
TENbHO BbINONHANUCH YNbTPa3BYKOBas M peHTreHoguarHo-
CTUKa.

lMoKka3aHnem ANS KOHCynbTauMK cheunanucTa-rema-
Tonora W/WAu rocnuTanu3dauun B crneuuanManpoBaHHoe
oTAeNeHne cTauuoHapa SBASUChE TpyaAHOCTU AuddepeH-
LManbHOM AMAarHOCTUKKM Ha amOynaTopHOM 3aTane, Taxenas
cTeneHb aHeMuu, NOLO3PEHME Ha HacneACTBEHHYy0 ¢op-

Ivan V. Fisyun?, Tatyana A. Kuznetsova?, Yana A. Tkacheva?, Elena V. Yakubova?

1 0rel State University named after |.S. Turgenev, Medical Institute, Orel, Russian Federation
2 Children’s City Outpatient’s Clinic N2 1, Orel, Russian Federation

Results of Randomized Comparative Efficacy Study
of Iron Deficiency Anemia Management in Children
with Iron Il Hydroxide Polymaltose Complex and Iron Sulfate

Background. The guidelines on selection between iron preparations, iron sulfate (IS) and iron Ill hydroxide polymaltose complex
(HPC), for iron deficiency anemia (IDA) management in pediatrics are contradictory. Objective. The aim of the study is to compare
efficacy and safety of iron (lll) HPC and IS for IDA treatment in children. Materials and methods. Randomization of children (aged
from 1 month to 18 years) with IDA into 2 therapeutic groups was implemented in 2019-2020. on pediatric districts of children’s
city outpatient’s clinic: IS dosage of 3 mg/kg/day and iron (Ill) HPC dosage of 5 mg/kg/day. Hemogram monitoring was performed
every 14 days. The efficacy was compared according to the rate of Hb level increase, erythrocytes indices, and serum ferritin (SF)
level at the recorded moment of Hb normalization. For the safety — the rate of adverse effects. Results. 65 children with IDA were
included in the study and randomized into 2 groups, the median age was 2.3 years (1st; 3rd quartile = 1.1; 4.3). Hb level increase
was comparable in both groups (0.34 (0.23; 0.48) g/L/day and 0.24 (0.21; 0.30) g/L/day, p = 0.891). IS is more effective than
iron (Ill) HPC in terms of average red blood cell volume by the time of Hb normalization (83.5 (80.0; 86.7) fl against 80.7 (79.0;
82.0) fl, p = 0.006), and mean cellular hemoglobin content (28.9 (SD = 2.0) pg against 27.4 (SD = 1.8) pg, p = 0.004). The timing
of SF levels normalization did not differ. Adverse effects to iron Ill HPC treatment occurred 5.5 times more frequently than to IS
(p = 0.0001). Conclusion. The efficacy of IS and iron Ill HPC at standard doses is comparable. The advantage in tolerability and
recovery of erythrocytic indices justifies the feasibility of using IS preparations in the first line of treatment for children with IDA.

Keywords: children, iron deficiency anemia, iron sulfate, iron Ill hydroxide polymaltose complex, efficacy, safety, adverse effect,

hemoglobin increase rate
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My aHeMWK, HeBNaronpuUsaTHbIM KOMOPOUAHBLIN GOH WU/UNK
He6naronosly4YHbln coumasnbHblt cTatyc. Pe3ynbTaTthbl NpoBe-
[EHHOr0o cneunanu3nMpoBaHHOro 06CNeA0BaHNUA PeErncTpum-
poBanMcb B aMbynaTtopHoun KapTte (bopma 112/y).

B cooTBeTcTBMM C O6GLIENPUHATON Knaccudukauunen
no yposHto Hb cnyyan aHemuun ¢ yposHem Hb 109-90 r/n
OTHOCWAIUCB K | cTeneHun TaxkecTn (nerkom); Hob 89-70 r/n —
Il ctenenun TaxecTtn (cpeaHen), Hb < 70 r/n — Ill ctenexu
TaxecTn (Tsxkenow) [11]. KpuTepruem ycTaHOBMeHUS aua-
rHo3a MOA aBnsanocb cHuxeHue ypoBHA Hb B coyeta-
HUW CO CHUKEHMEM YpOoBHS CD HUKe BO3PacTHOM HOPMbI
B COOTBETCTBMM C npoTokonamu BO3 (2020): B Bo3pacTe
00 5 net — < 12 Hr/mn, ctapwe 5 net — < 15 Hr/mn [12].

Ecnun naumMeHT Ha MOMEHT NEPBUYHOIo obpaLleHns nmen
KaKkue-nnMbo BocnanutenbHble ABNeHUSs, Yeped 1 Hef nocne
peKOoHBaNeCLEeHLMN BbINONHANNCL NMOBTOPHbIA 06LWMI aHa-
N3 KPOBM M UccnegoBaHue ypoBHA CO ana noaTBEpKAEHMA
Unn nckaYveHunsa XA, NauneHTam / 3aKOHHbIM NpeacTa-
BUTENAM MaUMEHTOB C noaTreBepxaeHHon XIAA npeanara-
NI0Cb NPWHATb y4acTue B paHAOMU3MPOBAHHOM KOHTPONU-
pyemoM uccnefoBaHun cpaBHUTENbHON 3DGEKTUBHOCTHU
1 nepeHocumocTun Tepanuun XIOA npenapatamu xenesa (lll)
MK vnnu xenesa cynbdara.

Y4yacTHUKU uccnepoBaHusa
BKnloyeHWe naumeHToB B MCCnefoBaHWe MNpoBOAM-
10Cb MPOCNEKTUBHO Mnocne noagnucaHus MHGOPMUPOBaH-

HOrO corjacus Ha yyacTue 3aKOHHbIM NpefcTaBuTenem

MM caMMM NauMeHTom B Bo3pacTe cTapwe 15 ner.
Kputepun BKaoYyeHus:

e BepuduUMpOBaHHbIM cnydYan KAy pebeHKa B Bo3pac-
Te 1 mec — 18 ner;

® MOCTOSIHHOE MPOXKMBaHWE Ha TEPPUTOPMUM, OTHOCSLLENCS
K YYaCTKy MNOMUKIUHUKH;

° WHPOPMUPOBAHHOE coOrnacue Ha WCNoAb30BaHue
pes3ynbtatoB 06CnefoBaHUS U NedeHus, NoanucaHHoe
3aKOHHbIM NpefcTaBuTeNeM pebeHKa M caMum nauu-
€HTOM B Bo3pacTe cTapue 15 nerT.

Kputepumn ucknioyeHus:

® COMHEHMUS B [OOCTOBEPHOCTM AuarHosa OA (B Tom
yucne NoJoO3peHMEe Ha aHeMUIO BOcCMNaneHus, aHeMUIo
HEOOHOLWEHHbIX MW PefKylo HacneacTBEHHY0 dopMmy
aHeMun);

° HaJuyuMe NPOTMBOMOKAa3aHWM K Hal3Ha4veHuo npenapa-
TOB Xefle3a BHYTPb, B TOM YMC/Ee NPKU CUHAPOME Manbab-
copbumu;

° annepruyeckune peakLmun Ha npenapatobl }Kenesa B aHam-
Hese;

° Hanuyne 3a60neBaHUN Kenygo4yHO-KULWEYHOro TpakTa,
KOTOpble MOTyT UMUTUPOBATb NOBOYHbIE 3bPEKThI dep-
poTepanuu;

® Hanuyune 3aboneBaHMi, CNOCOBHbIX MPUBOANTb K XPOHU-
YeCKOMY BOCManeHumio;

° HeAoHoWweHHOCTb Ao 30 Hepa rectaumy;

° MpUMMEHeHWe aHTauuAHblIX npenapaToB, COpPOGEHTOB
WKW WMHBIX NpenapaToB, CHUXKaKWMX GUOAOCTYNHOCTb
npenapaToB »Kenesa nNpuv NPUMEHEHUN BHYTPb;

® HEeBO3MOXHOCTb HabNoAEHUS B KOHTPOJIbHbIX TOYKaX.
MauneHTy M/mnn 3aKOHHOMY NpeacTaBuUTEN0 pasb-

ACHANMCH O6WMWM nNaaH NpPoBeAEeHUs UuccnefoBaHus,

a TaKXe Heob6X0AMMOCTb CTPOroro co6nloAeHuUs peKo-

MeHAaUMN No Tepanuu npenapatamu xenesa, B TOM

yucne pexkMma npuema npenapaToB U HeEOBXOAMMOCTH

UCKI0YEHUS M3 ynoTpebneHna NeKapCcTBEHHbIX npena-

paToB M MPOAYKTOB, 3aTPYAHSAIOLWMX YCBOEHUE XKenesa,

HanpuMmep LEeNbHOro MoIoKa, TMCTOBOro 4as, 6e34poXxK-

eBoro xJsieba.

OnucaHue MeAULMHCKOro BMeLwiaTenbcTBa

MNocne BepuduKaumnm pguarHoda XHKOA v nonyyveHus
MHDOPMMUPOBAHHOIO coriacus BCce NauueHTbl pacnpeaens-
NIUCb CNydarHbIM CNOCOG0OM Ha 2 rpynnbl B COOTHOWEHUU
1 : 1. PaHgomusaums npoBoaMSiacb OCHOBHbIM WCCNeao-
BaTe/IEM, He y4acTBYKOLWMM HENOCPEACTBEHHO B JIeYEHUMU
NnauneHTOB, C MOMOLLbIO MOBGWILHOIO MPUOKEHUSA — pPaHIO0-
Man3epa «feHepaTop cnyydanHbix Yncen» (UXApps Ltd.), ycta-
HaBMBAEMOro Ha MOOGUbHbIM TenedoH M MO3BONSAOLLIETO
reHepupoBaTb YMC/IO MU MOCEeA0BaTENbHOCTb CyYanHbIX
yucen U3 3agaHHoro avanasoHa [13]. MNpu reHepaunn 4et-
HOrO YMcna y4yacTHUK pacnpenensncs B rpynny naumMeHToB,
nosyyalolmx Tepanuio npenapatamu Fe2*, npu reHepaunn
HEYeTHOro — B rpynny NauMeHTOB, NOay4YaloLmMX Tepanuio
npenapatamu Fe3*,

COoOTBETCTBEHHO rpynna NauWeHTOB, NOoay4yaBLIMX Mpe-
napatbl Fe2*, nanee o6o3Havanacb Kak rpynna II; rpynna
nauuMeHToB, nosyyaBlKUx npenapatbl Fe3*, o6o3navanach
Kak rpynna Ill.

B rpynne Il B Ka4yecTBe 6a30BOro 4ENCTBYIOLWEro Belle-
CTBa BblGpaH enesa cynbdar.

llekapcTBeHHas @opma npenapaTta npegnaranacb
Ha BbIGOP B 3aBMCMMOCTM OT BO3pacTa MauMeHTa ¢ Lefblo
MaKCUMasibHOM TOYHOCTM A03MPOBaHMA W yaobcTBa MNpu-
MeHeHus. TaK, y geten ¢ maccon tena go 60 Kr ucnonb-
30Ba/iuCb Kaniuv wunu cupon (eAMHCTBEHHbIM AOCTYMHbIN
B P® npenapart xenesa cynbdata B neKapCTBEHHON ¢dop-
Me — )enesa cynbdar + cepuH); y AeTen ¢ maccoun Tena
6onee 60 Kr — TabneTkn B o60n04Ke no 100 mr (BbiGpaH
Hanbonee AOCTyNHbIM B P®P npenapat — xKenesa Cyb-
daT + ackopbmHoBasi KucnoTa). B cBA3KM C pas3nyHbIMuK
noaxoAamu K [JO3MPOBaAHWIO CONEBLIX NpenapatoB Kene-
3a (3—6 mr/Kr/cyT) BbliGpaH peXxum Tepanun, peKoMeHAo-
BaHHbiM BO3 (2001), — 3 MI/Kr/CyT BHYTPb, MakKCUMyM
200 wmr/cyT [14]. CyTo4Has fo3a npenapaTta pasjensnacb
Ha 2 npuema.

C uenbto NpeaynpexaeHns CHUKeHUs 6MoaoCTYNHOCTH
npenapaTta B MNPWCYTCTBMM MULLM WAW APYrUX JeKapcTB
npuem npenaparta OCyLIECTB/SNM HaTOWaK 3a 1 4 go eabl
nM60o Yepes 2 4 Mnocsie npuema nuuu, 3anmBas 60abLUM
KONIMYeCTBOM BO[ibl; MPUEM OObLIX APYrUX MEAMKAMEHTOB
paspeluancsa He paHee 4YeM Yepes 2 4 nocne npuema npe-
napara »xenesa.

Fpynna Il nonyyana npenapatbl Fe3*. B KayecTse
6a30BOro AeWCTBYIOWEr0 BellecTBa Ha3Havancsa xenesa
() TMK. JlekapcTBeHHas dopma npenaparta nogdbupanach
B 3aBMCMMOCTM OT BO3pacTa MauMeHTa C Lefblo MaKCu-
MasnbHOM TOYHOCTM JO3MPOBAHMS U yao6CcTBa NPUMEHEHUS:
y Aeten ¢ mMaccon Tena Ao 60 Kr Mcnofib30BanuChb Kanawu
4719 npYemMa BHYTPb UK CUPOM; Y AEeTEN C Maccou Tena 6onee
60 Kr — TabneTku }eatenbHble No 100 mr. MNpumeHsanca
CTaHAApPTHbLIA PEXMM [03MPOBaHMUS MnpenapaTta, PEKOMEH-
AoBaHHbIM BO3 (2001), — 5 Mr/Kr/cyT BHYTPb, MaGkCUMyM
200 wmr/cyT [14]. CyTo4yHas fo3a npenapaTta NpuHUManacb
3a 1 npvem BHE 3aBMCUMOCTH OT NpUemMa MNuLM.

TepaneBTUYECKME CXEMbI B 06EUX CPaBHMBAEMbIX Ipyn-
nax coorseTcTBoBaiM PKP no AMArHOCTUKE U JIEYEHUIO
HKOA y geten (2020) ¢ npuMmeHeHMeEM TepaneBTUYECKOro
nnaHa co 100% 003MPOBKOM NpenapaTtoB XKene3a B TeYeHne
BCEro nepuofa feyeHus.

locne nonHoro BoccTaHoBNeHUSA ypoBHA Hb ¢ uenbto
NOMNOJSIHEHUS [OEen0 HEreMoBOro ejnesa B OpraHuame
BCE MalMeHTbl MPOoAO/KaAM MPUMEM MNpenapaTta xenesa
B 1/2 no3bl B TeyeHne 1,5-2 mMec 40 OKOH4YaTebHOro BOC-
CTaHOBJIEHMS KJIMHUYECKOrO cTaTyca U ypoBHS CO.

MauuneHTbl pacnpeaensnvcb No BO3pPaACTHbIM rpynnam
B COOTBETCTBUMU C COLMANbHBLIM MPMHLMMOM KnaccuduKa-
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LMK AETCKOro Bo3pacTa, Haubosiee 4acTo MCMosb3yeMbiM
B PP [15].

MccnepoBaHue 6bi10 0A06PEHO ITUYECKUM KOMUTETOM
npu MeguLMHCKOM MHCTUTYTEe OpIOBCKOMO rocyaapCcTBeH-
HOro yHuBepcuteTa umenn W.C. TypreHesa.

NMepemeHHble

B xoge npoBegeHuss wuccnefoBaHus, NMOMWMO TaKKX
HEKOpPpPEKTUPYEMbIX GaKTOpoB pucKa passutna HIA,
KaK nos, BO3pacT, TEPPUTOPUS NPOXKMUBAHUS, PEFUCTPUPOBA-
ICb W HE3AaBUCUMbIE MEPEMEHHbIE, OTPaXKalowmne KOHKPET-
Hble U3MEHEeHWs cTaTyca nauueHTa C TeYEHWEM BPEMEHM.
lMepBUYHO M NpPU KarKAOW KOHTPONbHOM fBKE B MpoLecce
NeYyeHnss OLEHMBaNMUCh KIWHUYECKWUI cTaTyc, NoKasaTenu
0o6Llero aHanM3a KpPOBM, BbIMNOJAHEHHOrO Ha TOM e aBTo-
MaTMY4ECKOM aHanuadaTtope, 4TO MHULUMaNbHbIA, a TaKxe
nNpoBOAMACS OMPOC Ha MNpeaMeT NOosBAEHWS CUMNTOMOB
HenepeHOCMMOCTH MpenapaToB Xenes3a (TOWHOoTa, PBOTAa,
6011 B XMBOTE, 3anop, Aapes 1 np.).

C MOMeHTa Havana Tepanvu HabnaeHre 3a naumeHTamm
B 06€euxX rpynnax ocywecTBAsAN0Ch Kaxable 2 Hel A0 OKOHYa-
TEeNbHOM HOpManu3auuun ypoBHsa Hb B COOTBETCTBMM C BOS3-
pactom. C uenbio 6onee OOGBLEKTUBHOM OLIEHKM CKOPOCTU
npupocta Hb gaHHbIM MHTEpPBan KOHTPOJIbHbIX SBOK Obin
BblGpaH Ha OCHOBaHWW cpefdHen ANUTENbHOCTU CO3PEBaHMA
3puUTPOLMTa OT MPOHOPMOobGnacTa 4o 3penon Gopmebl, KoTopas
cocTaBnaet 14 aHewn [16]. NMommnMo o6LLErO aHann3a KPoBH,
Ha 14-i geHb OT Havana Tepanuu AONOSHUTENbHO OLEHM-
BaNiC YPOBEHb PETUKYNOUMTOB (PETUKYNOLMTAPHLIN KPK3),
a B MOMEHT Hopmanu3sauumm ypoBHs Hb 1 B eHb 3aBepLlieHuns
Tepanuu npenapaTtamu xenesa — yposeHb CP.

Taknum 06paszom, AN Kaxgoro cayyas nepBon (Havanb-
HOM) TOYKOW UccnefoBaHKs Gblla AaTa BKJIKOYEHUSA NaLneH-
Ta B uccnegosanme. NpomexxyToyHbIMK ToYKamu 6blan aaThbl
ABOK MauUMEHTOB Kaxkable 14 fHen ANns OLEeHKM nokasare-
Nnen remorpammbl U perncTpauun B amobynaTopHOM KapTte
(KONMYecTBO 3TUX TOYeK Obl0 pa3dHbiIM — B 3aBMCUMOCTHU
OT UHAMBUAYaANbHOrO OTBETA Ha JlIe4eHne npenapaToM Kene-
3a). NepBoM KOHEYHOM TOYKOM MUccnefoBaHMs Oblna gaTta
HopmanuM3auum ypoBHa Hb y naumeHTa. BTopon KOHEYHOM
TOYKOW uccnepoBaHua Obll MOMEHT 3aBEPLUEHUS Tepanuu
npenapaTamu xenesa. 3aBepLUMBLLUMMU UCCNELOBAHMUE CUU-
TannCb NaLUMeHTbl, y KOTOPbIX Ha GOHe Tepanum NPOU30LWN0
noaHoe BOCCTaHOBMeHWe ypoBHSA Hb 4o Bo3pacTHOM HOpPMbI
no Kputepuam BO3 (2008) [11].

Ona ontummn3daumm cbopa AaHHbIX 6bliv paspaboTaHbl
OpUrMHanbHble aHKeTbl, OTKyAa MHbGOpPMaLMa nepeHocunach
B 3/IEKTPOHHYIO Tabnuuy — peructp cdopmarta Microsoft
Excel. NepemeHHble B Ha4YallbHOM MU KOHEYHbIX TOYKaX GUK-
CMpoBanuCb B TabnuvLe-perucTpe HenpepbiBHO Mo Mepe
BO3HWKHOBEHWSA COObITUI (Tabn. 1).

Mpn pasBUTUK TAKENbIX MOB6O0YHBLIX 3GPEKTOB Yy pebeHKa
Ha doHe neYeHns NpoBoOANIacL OTMEHa/3aMeHa npenapara
Kenesa Ha npenapat Apyrow rpynnbl, @ NauneHT UCKAoYan-
€Sl U3 fJanbHENLWero nccnefoBaHns ¢ MOMETKON «BbIHYXKAEH-
Hasi oTMeHa npenapaTa B CBS3K C HENEPEHOCUMOCTbION.

lMocne 3aBeplleHUs Tepanuu npenapaTamu xenesa
B COOTBETCTBUMU C KIMHWYECKUMMU PEKOMEHaLUAMU AEeTU
HabnganMcb B KatamHese B TedyeHne 1 roga. MNpu HesiBKe
B KOHTPOJbHbIX TOYKaX NauMeHTbl UCKIYaNnUCb U3 uUccne-
[LOBaHUS C perncrpaumen cobbiTus «noTeps Ans nocnenyto-
wero HabnoaeHUs».

OCHOBHOW U JOMOIHUTE/IbHbIN NCXOA bl

uccnegoBaHus

OCHOBHbIM WCXOAOM McCCliefioBaHMs Gbina OLEHKa
3GGEKTUBHOCTM CpaBHUMBAEMbIX MNpernapaTtoB xeneaa,

LONONHUTENbHBIM — OLEeHKa 6€30NacHOCTU UX MPUMEHEHUS

ong nedenus XOAy neten.

OdPEeKTUBHON cuMTanacb Tepanus npenapatamu xene-
3a, NPMBOAALLANA K AOCTUKEHMIO Y MaLMEHTOB COBOKYMHOCTH
Tpex ueneBblx NoKasaTesen B KOHEYHbIX TOYKax, COOTBET-
CTBYIOLLMX BO3paCTHbIM HOpMam BO3:

° ypoBHsi Hb;

®  YPOBHSI 3PUTPOLHUTOB N 3HAYEHUS IPUTPOLNUTAPHbIX
uHpeKcoB (OU) B MOMEHT HopMaiu3auuu ypOBHS
Hb n B MOMEHT 3aBepLueHMs] Tepanuu npenapara-
mu xenesa (RBC — aputpountbl, MCV — cpeaHui
o6beM aputpouunTa, MCH — cpeanHee cogepxaHue Hb
B aputpounte, MCHC — cpeaHaa KoHueHTpauusa Hb
B apuTpoumTte, RDW-CV — pacnpeneneHve apuTpoLMTOB
no pasmepy);

° ypoBH C® B MOMEHT Hopmasnu3auun ypoBHsi Hb
M B MOMEHT 3aBeplieHMUs] Tepanuu npenapatamu
Jenesa (Hr/mn) [11, 12].

B cBA3M C TeM 4YTO BCe BKJOYEHHble B UCCneaoBaHue
nauueHTbl UMEeNU pasHbli UCXOAHbIM YypOBEHb Hb, a MUHU-
MasibHas U MaKcumasbHas ANUTeNIbHOCTb MpUeMa npenapa-
TOB He Oblfla GMKCUMpoBaHa onpeaeneHHbIMU BPEMEHHbIMU
pamKamu, BCe MauueHTbl nosyyanu Tepanuio pasanu4yHou
NPOAOCMKMTENBHOCTH, NMPKU 3TOM [AMHAMWKa MNoKazaTenen
KPOBM OLleHMBanacb Kaxkable 2 Hej n BHOcUNacb B amby-
NaTOPHYI0 KapTy MNONMKAMHUKK. [MHaMUKa nepeMeHHbIX
perucTpupoBanach B y4eTHbIX GOpMax TONbKO B KOHEYHbIX
TOYKax uccnefoBaHus.

Ons cpaBHeHUA 3PPEKTUBHOCTM Tepanuum B rpynnax
YYaCTHUKOB [OMNOMHWUTENbHO MCMONb30BaNCs MOKa3aTesb
cKopocTtu npupocta Hb (r/n/cyT), KOTOPbIN paccynTbiBan-
cs no dopmyne:

V =(Hb2 - Hb1) / t,

raoe V — CKoOpOCTb NpMpocTa YpoBHS reMornobuHa (r/n/cyr);

Hb2 — ypoBeHb Hb KpoBM Ha MOMEHT HOpManusauuu (r/n);

Hbl — uvHUUManbHbIM ypoBeHb Hb KpoBwu (r/n); t — Bpems

OT Ha4yana Tepanuu 4o HopManuadauuu yposHs Hb.
[MepcoHanbHbIK pacyeT CKoOpocTu npupocta Hb

4NS KaXAoro nauuveHTa no3onseT nadexarb Heobxoau-

MOCTW AOMOSHUTENBHOIO pas3gefieHns rpynn no cTeneHsam

TSXKECTM aHEMUU, a TaKKe KEeCTKON GUKCaLLMM CPOKOB neve-

HMS, T.e. MO3BOMSET y4nTbiBaTh GaAKTOP UHAMBUAYANBHOIO

oTBeTa Ha Tepanuio.

besonacHocTb Tepanuu oueHMBanacb No goJsie nauym-
€HTOB, MMELMUX HeXKeaTes/ibHble M0604YHbIE€ 3P PEKTbI
npv npMemMe nNpenapaToB, B KaXKA0M U3 U3yyaeMblx rpynmn.

OLWKNGKU cMeLLeHUs

M3 OKOHYaTenbHOro aHanM3a WCKI4YeHbl Bce cny4vau
06GHapYyXeHUs Yy NauMeHTOB B MpoLiecce uccneaoBaHus
GaKTopOB, He BbISIBNIEHHbIX B X04€ NEPBUYHON ANATHOCTUKM,
CNoco6HbIX MOBAUATbL Ha abcopbuuio NpenapaToB Kene3a
(3ab60neBaHMA Kenyao4yHO-KUILEYHOro TPaKTa, a TaKKe apy-
rme COCTOSIHWUSA, conpoBoOXJalouwurecs mManbabcopbumen);
c/ly4yau HesiBOK Ha KOHTPOJb B KOHTPOJIbHbIX TOYKAX; cnyvyau
HapYyLLIEHUA/OTKNOHEHUS OT pexuma npuvema npenapaTos;
cfly4au BblHYX/1EHHOW/HEMOTUBMPOBAHHON CMeEHbI npena-
paTa Ha npenapar xenes3a Apyrov BaJIeHTHOCTH.

Ons npepotBpalleHMs  BbiGblIBaHWA  MauUMEHTOB
ana HabnaeHUa Npu HesiBKE B KOHTPOJIbHbIX TOYKAX MpPO-
BOAMOCH OMNOBELLLEHWE 3aKOHHbIX NPeAcTaBUTENEN O HEO6-
XO[MMOCTHK 04YepeaHONn ABKKU. B cnyyae Hannyusa npMsaHaKkoB
OCTPOro BOCNaseHnss Ha MOMEHT o4YepeHOM ABKK (OCTpble
MHOEKLMOHHbIE 3a601eBaHus, Npope3biBaHne 3y60B U Apy-
rMe) Bo U3bexaHue UCKaXeHUs NoKkasatenen remorpaMmbl
1 ypoBHS CP KOHTPOSb OTK/IablBANCH 10 MOMEHTA BbI3A0-
poBNEHMS.



Ta6auua 1. Peructpupyemblie nepeMeHHble U KOHTPOSIbHbIE TOYKMU
Table 1. Recorded variables and points of inspection

Peructpaumna nepemMeHHOW B TOYKe UCC/ie0BaHUA
HavyanbHas KoHeuHas Touka N2 2
MepemeHHas —— MepBas KoHeuyHas Touka N2 1 (T ST
T R npOM?)l(yTO‘IHaH TOYKa | (AeHb HOpmManusauusa AT AT E T
neveHns) (14-# peHb Tepanum) YPOBHSA reMorsio6MHa) o]

[ata + + +
damunus, UMsi, 0THECTBO + - - -
Mon + - - _
[aTa poxxaeHus + - - -
Macca Tena, Kr + - - -
PocrT, cm + - - -
UMT, Kr/m2 + _

Hanuyne cumnTomMoB aHeMun + - - -
Homep rpynnbl paHaomMu3aLmm + - - -
NeitkoumnTsl, X 109/n + + + +
TpaHynounTsl, X 109/n + + + +
femorno6wuH, r/n + + + +
AputpouuTsl, X 1012/n + + + +
MCV, on + + + +
MCH, nr + + + +
MCHC, r/n + + + +
RDW-CV, % + + + +
PeTukynoumntbl, %o + + - -
Tpom6ouunTsl, X 109/n + + + +
DeppuUTHH, HI/MN + +
CblBOPOTOYHOE Xene3o, MMOJb/N + - - -
Bunupy6buH o6Lnn, MKMONb/N + - - -
Bunnpy6buH NnpsamMon, MKMoSb/N + - - -
Bunnpy6uH HenpsMon, MKMOnNb/n + - - -
CPB, mr/n + - — _
nar, e/n + - - _
O6wwun 6enoK r/n + - - -
HexenatenbHble iBNeHUA - +*

HecobntogeHue cxembl Tepanum - +*

MoTepsa Ana HabnoaeHUs - +%

lMpumeyaHme. <*> — cobblTUS PETUCTPUPOBANUCH B 1060 MOMEHT Tepanuu No Mepe BO3HNMKHOBeHUS. UMT — nHaekc maccbl tena; MCV —
cpeaHuin o6bem aputpounta; MCH — cpeaHee coaeprarvune Hb B aputpounte; MCHC — cpegHas KoHueHTpauma Hb B aputpoumnTte; RDW-
CV — pacnpegeneHune aputpountoB no paamepy; CPb — C-peaKktuBHbIn 6enokK; JIAI — naktaTaernaporeHasa.

Note. <*> — events were recorded at any time of therapy as occurred. BMI (MMT) — body mass index; MCV — mean cell volume; MCH —
mean corpuscular hemoglobin; MCHC — mean corpuscular hemoglobin concentration; RDW-CV — red blood cell distribution width; CRP

(CPB) — C-reactive protein; LDH (J1AI') — lactate dehydrogenase.

CtaTucTUYECKHE MeToAbl

Ona ctatucTnieckon o6paboTKM AaHHbIX MPUMEHSACH
nakeT NpuKknagHeix nporpamm STATISTICA 6.0 (StatSoft Inc.,
CLUA). Pazmep BbIGOPKM M3HAYaNbHO He onpeaensncs, T.e.
perucTpauun nognexanu Bce NauMeHTbl, YA0BNETBOPSIO-
LMe KpuUTepusiM BKJIIOYEHWS BO BPEMEHHOM WHTepBasne,
KOTOPbIM GblN0 OrPaHUY4eHo uccnegoBaHue. AHanuM3 cooT-
BETCTBUS BMLa pacnpefeneHns npuaHaKy 3akoHa Hop-
ManbHOro pacnpegeneHus NpoBoAMICSA C UCMONb30BaHUEM
Kputepus Konmoroposa — CmupHoBa. KonunyecTBeHHble
nepemMeHHble C HOpMaibHbIM pacnpefeneHnemM BeNUYuH
onucaHbl B dopmate M (SD), rae M — pa3mep cpefHero 3Ha-
YyeHus, SD — cTaHgapTHOe OTKNOHeHue. KonnyecTBEHHbIE
BEIMYUHBI, HE COOTBETCTBYIOLME HOPMasbHOMY pacrpe-
Jenenuvio, npefcrasneHsl B popmate Me (A; B), rae Me —
MeauaHa, A B — cooTBEeTCTBEHHO 25-11 1 75-1 nepueHTUIn
(1-1 n 3-7 KBApPTUAW).

[laHHble M3 COBOKYMHOCTEM C HOpManbHbIM pacnpeje-
JIEHWEM CpaBHUBANMUCb C MOMOLbIO t-KpuTepus CTblogeHTa
A5 He3aBUCKMbIX BbIGOPOK. CpaBHEHWe JaHHbIX U3 COBOKYM-
HOCTel ¢ pacnpefefieHMeM, OTIMYaloLLIMMCS OT HOPManbHOro,
NpoBOAMOCE C MPUMEHEHUEM KpuTepus MaHHa — YWTHM.
B cnyyae ecnv ofHa M3 cpaBHUBAEMbIX IPynn NepeMeHHbIX
COOTBETCTBOBANA KPUTEPUSAM 3aKOHa HOPManbHOro pacnpe-
JAeneHus, a apyras — HeT, CpaBHEHWe MPOBOAMIOCH Hena-
pamMeTpuyeckum Metoaom (MaHHa — YWUTHH). CTaTUCTUHECKM
3HAYUMbIMK CHUTaNM pasnnymsa npu p < 0,05.

PE3YJIbTAThI

Y4yacTHUKU UcCNiefoBaHUsA

3a 2 roa B yCcNoBUSIX YETbIpEX NeanaTpuyecKmx yyacT-
KOB BbIsiBNeHOo 98 cnyvyaes H/IA.

Cpean Bcex nauuneHtoB ¢ M/AA cornacve Ha yyacTtue
B MCClefOBaHUN CPaBHUTEIbHOM 3P@PEKTUBHOCTHU Tepanum
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npenapaTtamu enesa cynbdarta v xenesa (lll) MK He pann
23 3aKOHHbIX MpeacTaBuTeNS NauMeHToB. M3 nccnenoBaHus
WCKMOYEHbI: OANH NALMEHT C BPOXKAEHHbBIM CTEHO30M MNULLE-
Bofa (B COOTBETCTBMM C KPUTEPUAMMU WCKAKOYEHMS); 3 —
no NPUYUHE HESIBKM HA O4YEPEAHOM KOHTPOSb; 5 — B CBA3MU
C HW3KOW MNPUBEPIKEHHOCTbIO Tepanuu; OAHOMY pPebBeHKy
npoBeaeHa 3aMeHa npenapata xeneaa (lll) MK Ha npena-
part )enesa cynbdaTta B CBSA3M C BblpaxKeHHbIMW NOBOYHbBIMU
adpdeKkTamMn Ha PoHe nedveHusa (ctomkas aumapes). ocne
3amMeHbl npenaparta NepeHocUMoCTb Tepanuu 6blna yaoB-
NeTBOpUTENbHON, PEGEHOK YCNELWHO U3NEYEH.

TakuMm 06pa3oM, pPaHAOMWM3UPOBAHbI U MOSMHOCTbIO
3aBepwnn uccnenosaHune 65 aeten (66,3% ot Bcex HKIA,
BbISIBIEHHbIX 3@ NEPMOA UCCea0BaHMS) (CM. PUCYHOK).

B rpynnax 60MbHbIX, 3aBEPLMBLLUMX MUCCNefoBaHUe
M BbIOGbIBLWKX M3 HEro, BbliBNEHbI AOCTOBEPHbIE pas3nu-
4yMsa Mo BO3pacTy ¢ GONbLIMM KOAMYECTBOM [eTen cTaplie
1 roga B rpynne 3aBeplMBLUMX WUCCNeLOBaHUE; YPOBHIO
3puTpoumMTOoB M nokazartento MCHC. [aHHble pasnuyus
He MMenu 3HaYeHus ANS OLEHKM pe3ynbTaToB UccneaoBa-
HMA. JOCTOBEPHbIX pPas3nnynii Mo Mojy, a TaKXe pasHuLbl
B CTEMEHMW TAXKECTU aHEMWUWU M OCHOBHbIX BUOXMMMUYECKMX
noKasartensix KpoBM He 6bl10 BbiABAEHO (Tabn. 2).

M3 nauneHToB, pPaHAOMWM3UPOBAHHbLIX W MOAHOCTLIO
3aBepWMBLNX UccnefoBaHue, 32 pebeHKa OblnM U3 rpyn-
nol ll, B ToM 4yncne 16 manbyMkoB M 16 geBoyvek;, 33 —
n3 rpynnel lll, B Tom yncne 14 manbyinkoB 1 19 aeBOYEK.

XapaKTepuCTUKM NaLMeHTOB MO BO3pacTy u nony B obe-
WX CpaBHMBaeMbIX rpynnax LOCTOBEPHO He pasfnuyanucb
(b = 0,912), npu 3TOM CTPYKTypa pacnpeneneHns naumnex-
TOB MO BO3PACTHbIM FPynnam cooTBETCTBOBaa 06LLEN BO3-
pacTHoM CTpyKType cnyvyaeB XA, BbIABNEHHbIX B NOAUKIU-
HUKe 3a nepuon nccneaoBaHusa (cM. Tabn. 5-6). YaenbHbin
BeC NnauuveHToB paHHero Bo3pacTa (ao 3 net) B rpynne Il
n s rpynne lll coctaBun 65,6% (n = 21) 1 66,7% (n = 22) cooT-
BETCTBEHHO (Tabn. 3).

Mpn aHanuse McxofHbIX NokasaTtenen obuiero U 6uo-
XMMWYECKOrO aHann3a KpoBu Mexay nauneHtamu rpynnol Il
n rpynnel Il Umenucbe MMHMManbHble OOCTOBEPHbIE pas-
nning RDW-CV, ypoBHs CP un obuiero 6unmpybuHa cbiBo-
POTKM KpoBu. lMpu 3ToM ypoBeHb CP B obeux rpynnax

PUCYHOK. Y4aCTHUKM UCCNeaoBaHUs U paHaoMmn3aums
Fig. Study participants and randomization

cooTBeTcTBOBan Kputepuam XKIA, a ypoBeHb 6uUnmMpyburHa
He BbIXOAW/ 3a paMKn pedepeHCHbIX BO3PaCTHbIX 3HAa4YEHUN
(tabn. 4). B 06enx uccnegyemblix rpynnax 6olam getm ¢ XIA
JIErKOM U cpegHen cTenenun TsxecTu. B rpynne Il yaenbHbIN
BEC YMcna naymeHToB, cTpagatowmnx OA cpeHen cTeneHu
TaxecTn, coctaBun 12,5% (n = 4), B rpynne lll — coot-
BeTcTBeHHO 9,0% (n = 3). Cnyyan XKOA TSKenon cTenexHu
He BCTPETUIUCD.

Taknum o6pas3om, B xoae paHaomu3aumm cdopmupoBaHsl
2 rpynnbl, CONOCTaBMMble MO BO3PACTHbLIM, MONOBbLIM U K/n-
HWKO-NabopPaTOPHbIM XapaKTePUCTUKaM.

OCHOBHOM Ucxopa uccnefoBaHuUsa

M3 3aBepluMBLIMX UCccliefoBaHWe NauueHToB (n = 65)
BO BCeX cC/yyYasx AOCTUIHYTbl HOpMasjibHble BO3pacTHble
nokasarenu yposHs Hb.

JnnTenbHocTb Tepanuu npenapatamu Fe2* un Fe3+
[0 MOMEHTa Hopmanusaummn yposHsa Hb JoCcToBEPHO He pas-
nn4yanacb. Tak, meanaHa BpeMeHW, 3aTpa4yeHHOro Ha Hop-
mManusauuto Hb, B rpynne Il coctaBuna 75,5 (64,0; 107,0)
nHen, B rpynne lll — cootBetcTBeHHO 75,0 (68,0; 87,0)
nHewn, p = 0,270 (Tabn. 5). TakKe He BbISBIEHO JOCTOBEPHbIX
pasnnynMin Mexay rpynnamv no BeiMYMHE U CKOPOCTH MpwU-
pocTa ypoBHS Hb: B rpynne Il megnaHa Benny4mHbl npupocTa
ypoBHA Hb coctaBuna 29,0 (22,5; 34,0) r/n, CKOPOCTH NpPHU-
pocta — 0,34 (0,23; 0,48) r/n/cyT; B rpynne Il — 24,0 (21,0;
30,0) r/n 1 0,30 (0,26; 0,44) r/n/cyT COOTBETCTBEHHO.

B MomeHT Hopmanusauuum ypoBHA Hb pgoctoBepHoMn
pasHWLUbl MO YPOBHIO 3PUTPOLMTOB MeEXKAY nauueHTamu
TepaneBTMYECKMX rPynn He 3apeructpupoBaHo. OgHako
CpaBHeHMEe rpynn No 06beMHO-LBETOBbIM XapaKTepUCTU-
KaM KpacHbIX KIETOK KPOBM MOKal3ano JOCTOBEPHOE npe-
uMylLecTBo npenapaTtoB Fe2*, npu atom meguaHa MCV
B rpynne Il coctaBuna 83,5 (80,0; 86,7) dn, B TO Bpems
Kak B rpynne lll — 80,7 (79,0; 82,0) dn, p = 0,006; cpeaHee
3HavyeHne MCH B rpynne Il — 28,9 (SD = 2,0) nr, B rpyn-
ne lll — 27,4 (1,8) nr, p = 0,004; meanaHa RDW-CV B rpyn-
nell — 13,3 (12,7; 13,8) %, B rpynne Il — 14,0 (13,2;
14,7) %, p = 0,004.

B MOMeHT 3aBepleHus nedveHus AN npuwnnm B Hop-
My Yy BCEX MaUMEHTOB; 3HAYUMMbIX Pa3INYU MeXay Tepa-

HOA, n =98

UCKtoYeHbl U3 UcceaoBaHus,
n=33:

He panu cornacus, n = 23

A4

BPOX/AEHHbIN CTEHO3
nuwesoga, n =1
HesiBKa Ha KOHTpoNb, N = 1

® HW3Kas NPUMBEPIKEHHOCTb
PaHnoMM3MpoBaHbl Tepanuun, n = ?
W 3aBepwUIHn  BbIHYXEHHbI nepexos
uccnegoBaHve Ha Apyrot npenapat, n =1
n=65

lpynna ll, n = 32

Mpynna lll, n =33




Ta6nuua 2. CpaBHEHWE UCXOAHbIX NOKa3aTenen B rpynnax BblGbIBLWMX U 3aBEPLUMBLUMX UCCNeaoBaHne 60nbHbIX KOA
Table 2. Comparison of baseline parameters in groups of withdrawn patients and patients who have completed the study

BbiGbIBlIME U3 UCCNefOBaHuUA, | 3aBeplUMBLUME UccieoBaHue,
n=33* n =65
MapameTtpbl p
wwers | SRIESE | e | SD/LESS
Manbyunkm, % 14 (42,4%) - 30 (46,2%) - 0,359
Bo3pacT, roabl 0,76 0,25;1,41 2,20 1,11;4,29 0,000002
[ons neten B Bo3pacTe Ao 3 net 29 (87,9%) - 43 (66,2%) - 0,081
UMT, Kr/m2 17,2 15,5; 18,3 17,3 16,1;18,8 0,486
Hanuyve cuMNTOMOB aHEMWU, cuaeponeHun, % 29 (87,9%) - 61 (93,8%) - 0,633
NenKkouunTsl, X 109/n 7,3 1,7 7,2 1,9 0,745
MpaHynouuTel, X 109/n 2,0 1,6;2,8 2,1 1,7;2,6 0,584
femorno6wuH, r/n 98 6,1 98,6 8,1 0,730
3puTpouuTsl, X 1012/n 3,7 0,7 4 0,6 0,022
MCV, bn 78,8 10,3 76,2 9,1 0,200
MCH, nr 26,6 4,5 25,1 39 0,094
MCHC, r/n 337,8 15,9 330,8 14,8 0,034
RDW-CV, % 14,7 13,5; 17,9 14,3 13,2; 15,7 0,267
PeTukynoumntbl, %o 11,8 3,5 11,2 4,6 0,497
TpoM6OLUMThI, X 109/J1 335 81 317,6 107,4 0,415
DeppuUTHH, HI/MN 8,1 0,8 8,2 0,7 0,437
CbIBOPOTOYHOE XKenes30, MMONb/N 10,5 2,4 10,1 3,2 0,515
Bunupy6buH o6LWnn, MKMONb/N 10,0 8,9;11.,4 9,4 8.6;12,2 0,725
Bunnpy6uH npsamon, MKMonb/n 29 2,0;4,0 2,5 2,0;3,5 0,621
Bunupy6uH HenpsiMon, MKMOnb/n 7.4 6,1;9,0 7.5 6,0;8,4 0,982
CPB, mr/n (0] 0;0 0 0;0 0,771
NAar, E/n 253,3 53,2 267,3 59 0,254
061Lmn 6enok, r/n 73,4 6,2 74 6,3 0,675

lMpumeyaHme. <*> — UCKAIOYEHbI U3 UCCNeaoBaHUA A0 paHAoMU3aLUun — 24, NOCPOYHO NpepBanu uccnegoBaHme 3 + 6. <**> — 3HayeHus
nepeMeHHbIX ¢ HopMaJsibHbIM pacnpeaeneHnemM BenYuH onucanbl B dopmate M (SD), rae M — pasmep cpeaHero 3HavyeHusa, SD — cTaH-
[apTHOE OTK/IOHEHME; HE COOTBETCTBYIOLLNX HOPManbHOMY pacnpeaeneHuio — B popmate Me (A; B), rae Me — meguaHa, A u B — cootseT-
CTBEHHO 25-1 1 75-1 nepueHTunu (1-1 n 3-1 kBaptunn). UMT — nHaeke maccol Tena; MCV — cpeaHuin o6bem aputpoumTta; MCH — cpegHee
coaepanue Hb B aputpoumnte; MCHC — cpeaHsia koHueHTpauma Hb B aputpounte; RDW-CV — pacnpegeneHune apuTpoLuToB No pasmepy;
CPB — C-peakTuBHbIV 6enok; 1A — nakTataervaporeHasa.

Note. <*> — excluded from the study before randomization — 24, early withdrawal 3 + 6. <**> — variables values with normal distribution
are described in the form of M (SD), where M is mean value, SD — standard deviation; not corresponding to the normal distribution in the form
of Me (A; B), where Me — median, A and B are 25" and 75t percentiles respectively (15t and 39 quartiles). BMI (MMT) — body mass index;
MCV — mean cell volume; MCH — mean corpuscular hemoglobin; MCHC — mean corpuscular hemoglobin concentration; RDW-CV — red

blood cell distribution width; CRP (CPB) — C-reactive protein; LDH (JIAI') — lactate dehydrogenase.

NeBTUYECKMMM TPYMNaMu He BbISBAEHO, 3@ WUCK/IOYEHMEM
nokasartena MCHC, KoTopbl OKa3ancsa AOCTOBEPHO Bbllle
y nauneHToB u3 rpynnbl Il (p = 0,013).

B cootBeTcTBMM € KpuTepusimu BO3 (2020) ypoBeHb CP
Ha MOMEHT BOCCTaHOB/IEHMSA YpOBHS Hb 1 MOMeEHT 3aBeplue-
HUS Tepanuu nNpenapatamu }Kefnesa okasascs B npeaenax
HOpMasbHbIX 3Ha4YeHUN y BCeX NaLMeHToB Kak B rpynne |,
Tak u B rpynne lll [12]. B To ke BpeMsi CpaBHEHWEe TOYHOro
3HA4YeHUs BENUYMHbI YpoBHSA CP nokasano 6osbluee 3Ha-
YyeHue [daHHOro nokasaTens y y4acTHWKOB, MOay4aBLIMX
wenesa (Ill) MK.

CpaBHeHVe noKkasaTesien KPoBK Y Y4aCTHUKOB UCCNefo-
BaHWS B BO3PACTHbIX rpynnax 4o 3 neT u ctaplie NpoaeMoH-
CTpUpOBasno pesysbraTbl, aHanorMyHble TAKOBbLIM NPU CpaB-
HEeHWK B 06LLEN KOropTe.

[lononHuTenbHbIA UCXOJ UCCNIeA0BaHUA

HexxkenatenbHble NO60YHbIE 3PDEKTLI NPU NTEYEHUN Npe-
napaTamu xenesa B xofe NPoBeAeHUSA UCCNeJOBaHNS BCTpe-
TUIKCH Y NaLMEHTOB 06enx cpaBHMBaEMbIX rpynn. U3 paHgo-
MU3UPOBAHHbIX Y 3aBEPLUMBLUNX UCCIEAOBaHUE NaLUEHTOB
(n = 65) 0K0/10 NONOBUHbI (41,5%) UCNbITbIBANK HeXenaTesb-
Hble No6o4Hble 3ddeKTbl Tepanuu, B OCHOBHOM TOLIHOTY
W PBOTY, HapyLleHue cTyna, 6011 B XMBOTe (Tabn. 6).

Kak npaBuno, HexenaTenbHble MOGOYHbIE 3bdEKTHI
Obl/IN BPEMEHHBIMU U He TpeboBanu OTMEHbI Tepanwuu,
ogHako y 1 (2,9%) nauueHTa U3 34, nepBoHayanbHO paH-
LOoMU3UpoBaHHbIX B rpynny lll, npoBefeHa BbIHYAEHHadA
3aMeHa npenapaTta xenesa (lll) MK Ha npenapat enesa
cynbdarta B CBA3M CO CTOMKOW AMapeen, U, KaK OTMEYEHO
Bblle, JaHHbIN NauWeHT 6bl1 UCKIIOYEH U3 aHann3aa.
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Ta6nuuya 3. Bo3pacTHO-NonoBas xapakTepucTuka naumMeHToB, 3aBepLMBLLIMX UCCNefoBaHe
Table 3. Age-sex characteristics of patients who have completed the study

CymMMapHoe Y1CJI0 AeTel, BKAIOYEHHbIX B paHAOMU3aLuio
M — ManbyuKku, [ — NEBOYKM,
TepaneBTMYeCKas rpynna ykasaHa B 3aBUCMMOCTHU OT BaJIEHTHOCTM XKenesa
B JIeKapCTBEHHOM npenapare

Bospacrt rpynna i rpynna Il
M a Bcero M a Bcero
n=16 n=16 n=32 n=14 n=19 n=33

n % n % n % n % n % n %
[eTv rpyaHoro BodpacTa (29 gHen — 1 rop) 1 6,3 - - 1 31 2 14,3 - - 2 6,1
PaHHee petctBO (1-3 roga) 10 62,5 10 62,5 20 62,5 7 50,0 13 68,4 20 60,6
MepBbit nepuog getcTBa (0T 3—7 neT) 3 18,8 3 18,8 6 18,8 4 28,6 2 10,5 6 18,2
a:ﬁ:qmmiip;—of;ﬁggsssoqKM 7-11 ner) 2 | 128 | - - 2 ee 1 [ 1 53 2 e
(Manamon 1318 ner. nesoan 12-18nen | ~ | - | 3| 188 |3 |84 | - | - |3 1883 | ea
MepauwaHa Bo3pacTa, rogbl* 2,12 (1,08;5,77) 2,31(1,15; 3,16)

MpumevaHue. <*> — 3Ha4yeHUs BENNYMH NEPEMEHHBIX, He COOTBETCTBYIOLMX HOPManbHOMY pacnpeneneHuto, onucaxbl B dopmate Me (A; B),
rae Me — meguaHa, A v B — cooTBeTCTBEHHO 25-1 1 75-1 nepueHTUan (1-1 u 3-i KBapTuau).

Note. <*> — variables value not corresponding to the normal distribution in the form of Me (A; B), where Me — median, A and B are 25" and
75t percentiles respectively (15t and 3 quartiles).

Ta6nuua 4. CpaBHeHME UCXOAHbIX NOKa3aTenen B TepaneBTUYECKMX rpynnax
Table 4. Comparison of baseline values in therapeutic groups

F'pynnalll, F'pynna lll,
n=32 n=33
MapameTtpbl » » . p
e | S | MM |
Manb4unku, % 16 (50,0%) - 14 (42,4%) - 0,604
BospacT, roasl 2,12 1,08;5,77 2,31 1,15; 3,16 0,912
[onsa netew B Bo3pacTte Ao 3 net 21 (65,6%) - 22 (66,7%) - 0,948
UMT, Kkr/m2 17,3 15,8; 18,8 17,7 16,6; 18,8 0,519
Hanuyve cMMNTOMOB aHEMUMU, cUaeponeHnn, % 31(96,9%) - 29 (87,8%) - 0,537
NlenkounTbl, X 109/J'| 7.5 1,9 6,8 19 0,169
[paHynouunThbl, X 109/11 2,0 1,7, 2,4 2,1 1,7, 2,9 0,485
femorno6uH, r/n 98,0 7,6 99,2 8,6 0,571
AputpouuTsl, X 1012/ 3,9 0,6 4,2 0,6 0,075
MCV, én 77,9 8,3 74,5 9,8 0,140
MCH, nr 26,0 3,6 24,3 4,0 0,080
MCHC, r/n 334,1 16,3 327,6 12,8 0,079
RDW-CV, % 13,8 13,1;15,1 14,6 13,7;16,5 0,045
PeTukynouuntbl %o 11,3 4,1 11,2 5,0 0,888
Tpom6ouunThl, X 109/n 333,65 1227 302,2 89,3 0,243
dDeppuUTHUH, HI/Mn 8,0 0,7 8,4 0,7 0,036
CbIBOPOTOYHOE }Kene30, MMOb/N 9,8 3,0 10,4 3,4 0,444
Bunupy6uH 06K, MKMOJIb/N 10,2 9,2;13,8 9,0 8,4;10,9 0,013
Bunnpy6uH npsaMomn, MKMOnb/n 2,6 2,1;4,0 2,4 2,0;2,7 0,103
Bunnpy6uH HenpsamMom, MKMOnb/N 78 6,6; 9,5 6,8 5,8;8,3 0,073
CPB, mr/n 0 0;0 0 0;0 0,634
Nar, e/n 2440 226,0; 325,0 249,0 217,0; 318,0 0,437
06wmin 6enok, r/n 73,2 5,7 4,7 6,8 0,316

lMpumeyaHne. <*> — 3HAYEHUSI NEpPEMEHHbIX C HOpMaNbHbIM pacnpeaeneHnem BennynuH onucaHbl B dopmate M (SD), rae M — pa3mep
cpeaHero 3HavyeHus, SD — cTaHfapTHOE OTKNOHEHME; HEe COOTBETCTBYIOWMX HOPManbHOMY pacnpegenennio — B popmate Me (A; B), rae
Me — meavaHa, A U1 B — cooTBeTCTBEHHO 25-1 1 75-i nepueHTunn (1-n u 3-i kBaptunun). UMT — uHaekc maccol Tena; MCV — cpeaHui
o6beM aputpouunta; MCH — cpeaHee cogepanue Hb B aputpoumnte; MCHC — cpeaHsia KoHueHTpauma Hb B aputpoumTte; RDW-CV — pac-
npegenexHue apuTpoumnToB no pasmepy; CPb — C-peaKTuBHbIN 6enok; JIAI — nakTataernaporeHasa.

Note. <*> — variables values with normal distribution are described in the form of M (SD), where M is mean value, SD — standard deviation; not
corresponding to the normal distribution in the form of Me (A; B), where Me — median, A and B are 25! and 75t percentiles respectively (15tand
3'd quartiles). BMI (MMT) — body mass index; MCV — mean cell volume; MCH — mean corpuscular hemoglobin; MCHC — mean corpuscular
hemoglobin concentration; RDW-CV — red blood cell distribution width; CRP (CPB) — C-reactive protein; LDH (J14I") — lactate dehydrogenase.




Ta6nuua 5. [okaszaTenu KPoBU YHaCTHUKOB MCCNeA0BaHUSA B KOHEYHbIX TOYKax (N = 65)
Table 5. Study participants blood values at endpoints (n = 65)

Fpynnalll, F'pynna lil,
n=32 n=33
MapameTtpbl* . 5 5 p
M/Me SD/ 1-i; 3-h M/Me SD / 1-i; 3-1
KBapTUIun KBapTUIN

lNoka3aTesnn Ha MOMEHT HopMasn3aLunu ypoBHS reMornobuHa (KoHeyHas To4ka N2 1)

femorno6wuH, r/n 127,0 123,5;131,0 125,0 122,0; 126,0 0,094
ApuTpouuTsl, X 1012/n 45 4,3;4,6 46 43;4,9 0,137
MCV, dn 83,5 80,0; 86,7 80,7 79,0; 82,0 0,006
MCH, nr 28,9 2,0 27,4 1,8 0,004
MCHC, r/n 340,0 329,5;351,5 338,0 327,0;342,0 0,392
RDW-CV, % 13,3 12,7;13,8 14,0 13,2;14,7 0,004
DeppuUTUH, HI/mMn 36,5 30,7; 39,1 39,4 33,8; 37,6 0,013
BenuuunHa npupocTa remorno6uHa, r/n 29,0 22,5;34,0 24,0 21,0; 30,0 0,176
[ONUTenbHOCTb Tepanuu, AH1 75,5 64,0; 107,0 75,0 68,0; 87,0 0,270
CKOpoCTb NpupocTa reMorno6uHa, r/n/cyT 0,34 0,23;0,48 0,30 0,26; 0,44 0,891

YaenbHbl BeC ileTen ¢ HopMalibHbIM YPOBHEM

bepputuHa, % 100 - 100 - _

lloKka3aTenin Ha MOMEHT 3aBepLUeHUs] Habto4eHUs (KoHeYHas ToYKa N2 2)

PEDIATRIC PHARMACOLOGY. 2022;19(4)

lemorno6wH, r/n 123,0 118,5;131,5 122,0 120,0; 127,0 0,943
3putpoumThl, X 1012/ 4,5 4,3; 4,6 4,2 3,9;4,6 0,097
MCV, dn 83,0 80,4; 86,2 84,1 80,2; 85,0 0,871
MCH, nr 28,7 27,2; 30,2 29,1 27,5; 30,9 0,371
MCHC, r/n 335,0 326,0; 347,5 343,0 336,0; 357,0 0,013
RDW-CV, % 13,6 13,1;14,9 14,0 13,3; 14,9 0,625
DeppuUTUH, HI/MAN 32,8 30,4; 37,5 40,0 36,2;44,8 0,00002 1

YaenbHbl BeC feTew ¢ HopMasbHbIM YPOBHEM

dbepputuHa, % 100 - 100 - _

lMpumeyaHme. <*> — 3Ha4yeHUs NepeMeHHbIX C HoOpMaJsibHbIM pacnpejeneHnem BennymH onvcaHsl B dopmate M (SD), rae M — pa3mep cpea-
Hero 3HayeHus, SD — cTaHAapTHOE OTKJIOHEHME; HE COOTBETCTBYIOLWMX HOPManbHOMY pacnpegeneHuio — B dopmate Me (A; B), rae Me —
MeauaHa, A u B — cooTBeTCTBEHHO 25-i 1 75-1 nepueHtunu (1-# n 3-i kBaptuan). MCV — cpegHuin o6bem aputpounta; MCH — cpegHee
coaepxarue Hb B aputpoumnte; MCHC — cpeaHsa KoHueHTpaumsa Hb B aputpounTte; RDW-CV — pacnpeaeneHve apuTtpoLmUToB No pasmMepy.

Note. <*> — variables values with normal distribution are described in the form of M (SD), where M is mean value, SD — standard deviation;
not corresponding to the normal distribution in the form of Me (A; B), where Me — median, A and B are 25t and 75" percentiles respectively
(Astand 3 quartiles). MCV — mean cell volume; MCH — mean corpuscular hemoglobin; MCHC — mean corpuscular hemoglobin
concentration; RDW-CV — red blood cell distribution width.

Ta6nuua 6. HexxenatenbHble No60o4Hble 3apdeKTbl Ha GoHe Tepanuun Npenapatamu xenesa
Table 6. Adverse effects of iron preparations treatment
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YAenbHbIW BeC YUCNA NAaLMEHTOB C HeXenaTebHbIMU
no6o4HbIMU 3¢ PeKTaMmu Tepanum NnpenapaTtamMmm xenesa
Bupabl HeXKenaTelbHbIX N0O604YHbIX 3P PEeKTOB* Fpynnall, n = 32 Fpynna lll, n = 33

n % n %

TowHoTa 4 12,5 7 21,2
PBota - - 3 9,1
Bonu B unBoTe - - 1 3,0
[unapes - - 3 9,1
3anop - - 5 15,2
CoyeTaHne CUMNTOMOB - - 4 12,1
e TowHOTa + pBOTa - - 1 3,0

e TowHOTa + 3anop - - 2 6,1

e TowHOTa + pBOTa + 60/M B KMBOTE + 3anop - - 1 3,0
Bcero 4 12,5 23 69,7

lMpumeyaHue. <*> — yKasaHbl TONIbKO HexenaTteNibHble N060YHbIe 3hdEKThI, 3aperncTpupoBaHHbIe y NaLneHTOB.
Note. <*> — only adverse effects reported in patients are indicated.
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Ta6aunua 7. YaenbHblii BEC YMCa NaLMEHTOB C HeXenaTeNlbHbIMU MOGOYHbIMK 3ddEKTAaMU NPU NNeHeHnU npenapatamu xenesa
Table 7. Unit weight of patients with adverse effects of iron preparations treatment

YpenbHbIA BEC YUCa NAaLMEeHTOB C HeXenaTe/ibHbIMU NOGOYHbIMU
adpdpekTamm Tepanum npenapaTtamMmu xenesa
p
B
SR Fpynnall, n = 32 F'pynna lll, n =33
n/N (%) n/N (%)

[etn o 3 net - 15/22 (68,2) -

[etu ctapwe 3 net 4/11 (36,4) 8/11(72,7) 0,0138

Bce netu 4/32(12,5) 23/33(69,6) 0,0001

lpumeyaHne. N — 4UCNO NALMEHTOB, OTMEYaBLUIMX HexenaTenbHble No6oYHble adpdeKTbl, N — obluiee 4Yucno AeTen AaHHOro Bo3pacTta

B TepaneBTUYeCcKow rpynne.

Note. n — number of patients reporting adverse effects, N — total number of children of this age in the therapeutic group.

Mpu cpaBHEHUU YaCTOTbl BCTPEYAEMOCTU HexenaTtesb-
HbIX MOBGOYHbIX 3PDEKTOB MNpPU MNPUMEHEHUU NpenapaToB
Fe2* unun Fe3* ycTaHOBNEHO, YTO AaHHbIE NOGOYHbIE 3ddeEK-
Tbl B rpynne |ll BcTpevyanucb 4OCTOBEPHO Yalle, YeM B rpyn-
ne ll, 63 3Ha4YnMMbIX BO3pPaCTHbIX pasnuyunin (p = 0,0001)
(Tabn. 7).

OBCYXAEHMUE PE3YJ/IbTATOB

KnioueBbie pe3ynbTatbl UCClejOBaHUA

3a 2 roga Ha negnaTpUYeCcKMnX ydyacTKkax NOATBEPKAEHO
98 cnyyaeB Ay netemn, n3 KotTopbix 65 (66,3%) 661N paH-
OOMW3NPOBaHbl Ha 2 TepaneBTuYecKue rpynnbl: rpynny i
ON5 NeYeHuns npenapartom }xenesa cynbdaTta (n = 32) n rpyn-
ny Il gna nevyenns npenapatom xenesa (Ill) IMK (n = 33).
Mpynnbl 0Kazanncb CoONocTaBMMbl MO BO3PACTHbIM, MOIOBbLIM
M KJWHWKO-NabopaTopHbIM XapaKTepucTukam. MeguaHa
Bo3pacTta B rpynne Il coctaBuna 2,12 (1,08; 5,77) roaa,
B rpynne Il — 2,31 (1,15; 3,16) roga, 4To COOTBETCTBYET
BO3pacTHOMY MUKy pacnpocTpaHeHHocTn HOA no gaHHbIM
nutepatypsbl [17].

B pesynbrate uccnefoBaHMS KakK B BO3PaCTHOM
acneKkTe, TaK U B LEIOM He BbISIBEHO [OCTOBEPHbIX pas-
mMunn B 9dEKTUBHOCTM MeXAy npenapatamu xenesa
cynbdata u xenesza (lll) MK no anutenbHoOCTU Tepanuu,
BE/IMYMHE U CKOPOCTU npupocTa Hb, KoTopas npu fnevyeHnu
wenesa cynbdatom coctasuna 0,34 (0,23; 0,48) r/n/cyT,
npu nedvexHmn xenesa (lll) MK — 024,0 (241,0; 30,0) r/n/cyT,
p = 0,891. lNpenapaTthl }enesa cynbdarta nokasanu npe-
MMYyLLLECTBO MO cpaBHeHuto ¢ xeneaa (Ill) MK no BausHuo
Ha BOcCCTaHoBfieHMe 3 K MOMEHTY Hopmanm3auun Hb,
npu atom mMegnaHa MCV B rpynne Il coctaBuna 83,5 (80,0;
86,7) dn, B 170 Bpemsa Kak B rpynne Il — 80,7 (79,0;
82,0) dn, p = 0,006; cpeaHee 3HavyeHne MCH B rpynne || —
28,9 (SD = 2,0) or, B rpynne lll — 27,4 (1,8) nr, p = 0,004,
MmeanaHa RDW-CV B rpynne Il — 13,3 (12,7; 13,8) %, B rpyn-
ne lll — 14,0 (13,2; 14,7) nr, p = 0,004. MNMoka3zaTenb CP
Ha MOMEHT BOCCTaHOBMIEHUS ypoBHS Hb HopmanusoBasncs
y BCEX YYACTHWUKOB WCCNeAOBaHUsA, NMpW 3TOM MeauaHa
ypoBHA CP y nponeyeHHbIx npenapatamu xeneaa (Ill) MK
OKa3anacb AOCTOBEPHO Bbllle KaK B MOMEHT HOopmanu3a-
LUMn ypoBHS Hb, Tak 1 B MOMEHT 3aBepLUeHns Tepanuu. Tak,
mMeauaHa ypoBHsa CP B MomMeHT Hopmanu3auun Hb B rpyn-
ne lll coctaBuna 39,4 (33,8; 37,6) Hr/mn npotmne 36,5 (30,7;
39,1) Hr/mn, p = 0,013; B MOMEHT 3aBepLUEHNs Tepanum —
40,0 (36,2; 44,8) ur/mn npotus 32,8 (30,4; 37,5) Hr/mMn
COOTBETCTBEHHO, p = 0,00002.

Y nauneHTOB BCex BO3PaCcTOB HeXenaTeslbHble No6oy-
Hble apdeKTbl Npu fevyeHnn npenapatamu xenesa (lll) MK
BCcTpeTunucb B 5,5 pas yalwe no cpaBHEHWUIO C WUCMOSb-

30BaHMEM npenapaTtoB xenesa cynbdarta (p = 0,0001).
MpaKTMYeCKM y BCeX NaLMeHTOB CUMNTOMbI HEXenaTebHbIX
SIBJIEHUW NPOTEKanu B nerkon dopme, 6b1IM HENOCTOAHHbI-
MU U He Tpe6oBann OTMEHbI Tepanuu.

OrpaHM4eHUs ucciegoBaHua

lMpoBegeHHOE Ha 4eTbipex neauaTpUyYecKkux yyacT-
Kax OETCKOW MOJIMKIMHUKK UccnefoBaHWe 3a ABYXJIETHWUR
nepuvog oxsatuio 6onee 3500 geten pasHbiX BO3PacToB,
npv 3TOM 3a AaHHbIK Nepuoa AMarHoctupoBaHo 98 cnyvyaes
HOA. K coxaneHuto, Kaxabi NATbIM 3aKOHHbIM NpeacTa-
BUTENb pebeHKa (n = 23) oTKasancs oT yyYacTus B UcCCne-
[OBaHWWU MO NIMYHBIM, 3a4acCTyl0 CYObEKTUBHbLIM MPUYMHAM.
B OCHOBHOM He )enanu npMHMMaThb y4actTue B UccneaoBa-
HUW POAUTENN AEeTEeN NEePBOro roda XM3HKU, 4TO He NO3BON-
no chopmunpoBaTb 60nee WMPOKYK rpynny AeTen AaHHOro
BO3pacTa (cm. Tabn. 3).

UHTepnpeTauua pe3ynbTaToB

B HacTosllee BpeMs nepeyvyeHb onyb6/IMKOBaHHbIX OTe-
YECTBEHHbIX M 3apy6eHbIX KAMHUYECKUX UCCNEefoBaHWUNM,
NOCBSILLEHHbIX CpaBHEHUIO 3PDEKTUBHOCTM M Be3onacHoC-
TV npenapatoB Fe2* 1 Fe3*, KoTopbiMK1 MOXET PYKOBOACTBO-
BaTbCs Bpay-neanatp npu BbiGOope ONTUMaNbHOW TaKTUKM
nevenns MOA, orpaHuyeH [1]. UccnepoBaHuns psiga 3apy-
6G€eXHblX aBTOPOB CBMAETENbCTBYIOT O NPEUMyLLecTBe npe-
napatoB Fe2* B geTcKoi npaKTUKe no cpaBHeHuio ¢ Fe3*
[6, 18-20]. Tak, B 04HOM M3 Haubonee onTMManbHO cnna-
HMPOBAHHbIX MCCNEeAOBaHWA NOCAeLHUX NeT — paHAOMM-
3MPOBAHHOM KOHTPOJMPYEMOM MCCNEfOBaHUU C ABOMHbLIM
ocnennexHunem, nposegeHHom B CLUA J.M. Powers u coaBrT.
B 2013-2016 rr., B KOTOPOM MNpPUHANK y4acTne 59 aeten
B Bo3pacTe oT 9 ao 48 mec ¢ anumeHTapHon XIOA, — npo-
OEeMOHCTpMpOBaHa 3Ha4yuTeNnbHO 606sbluas TepaneBTU4e-
cKkas 99O EeKTMBHOCTb MO MNPUPOCTy ypoBHA Hb xenesa
cynbdata B 4o3e 3 MI/Kr/cyT no cpaBHeHuto ¢ xenesa (lll)
MK B TON e po3e (p < 0,001), npn 3TOM HexenaTesb-
Hble No60o4YHble 3PDEKTbI, KAK U B HalWeM MccnefoBaHuM,
BCTpPETUNUCH Yale (B 1,7 pasa) npu ned4eHumn npenapatamu
wenesa (IlIl) MK (p = 0,04) [20]. AHanornyHble pe3ynbraThbl,
CBUIETENbCTBYOWMNE B NOAb3y 60nblien 3PPEKTUBHOCTH
wenesa cynbdaTa no cpaBHeHuto ¢ xenesa (lll) MKy geten
1-12 net (n = 125), noKa3aHbl U B PaHAOMWU3UPOBAHHOM
KOHTPOIMPYEMOM WCCNeLOBaHMKU, ONY6GIMKOBAHHOM UHAWM-
CKMMK aBTOpamu B 2019 1., NpM 3TOM YacToTa Hexxenartesb-
HbIX NOG0YHbIX 3PPEKTOB B 3aBMCUMOCTHK OT TUMNa npenapa-
Ta He pasnuyanach [19].

HecmoTps Ha ony6nnKoBaHHbIE UCCnefoBaHUs nocnen-
Hux net, ®KP no guarHoctuke un nevyenuto MAAy peten (PP,



2020) peKkomeHAayeTcs oTAaBaTb NpeanoyvYTeHne npenapa-
Tam xene3sa () MK Kak uMetoL MM NyyLlyto NepeHoCUMOCTb
no cpaBHeHWIO ¢ npenapatamu Fe2* [7]. Kak 6bi10 noka-
3aHO Bbllle, B OTEYECTBEHHOW NuTepaTtype 3a nocnegHve
10 neTt ony6AMKOBAHO NWWb OAHO PaHAOMW3UPOBAHHOE
KOHTponupyemoe nccnegosaHne — E.b. MayHeBoOM U coaBT.
(2016), — pemoHcTpupylowee 66nbwyo 3GGEKTUBHOCTb
u 6e30nacHoCTb npenapaTtos enesa Fe2* no cpaBHe-
Huto ¢ Fe3* npu neuennn XA y aeteit v noapocTkos [10].
B pesynbrate gaHHOroO MCCNeaoBaHWS JONS Yucna ydacT-
HUKOB, AOCTUIWMX K MOMEHTY OKOHYaHWA Tepanuu ypoBHS
CP 60nee 30 Hr/mn B rpynne nony4daswux xeneaa (Ill) MK
coctaBuna 33,3% npotue 10,0% B rpynne, rae NPUMeEHSIN
wenesa cynbdart (p = 0,028), npu 3TOM y Nony4aBLUKUX XKene-
3a (lll) TMK HexkenaTenbHble N0604YHbIE 3DDEKTHI BCTPETH-
nncb B 2,5 pasa pexe (p = 0,228).

B npoBefeHHOM Hamu UccnefoBaHuu, Kak M B paboTe
E.B. MayHeBoM n coaBT. (2016), oka3anocb NPaKTUHECKHU
OAMHAKOBOE YMCNO YyHaCTHUKOB (60 1 65 COOTBETCTBEHHO),
NPUMEHEH OAMH M TOT e PeXMM A03MPOBaHMUa npenapa-
TOB efne3a W WCNoNb30BaH €AMHbIA KPUTEPUIN OLLEHKM
6e30NacHOCTU — yAeNbHbIN BEC YMCNa YHaCTHUKOB C HEXe-
naTtenbHbIMU MOBOYHLIMU 3dpdeKTamn Ha GOoHe NedyeHus.
Mo HaweMmy MHEHUI0, pa3nuyua pesynbTaToB UccliefoBa-
HUK O0BYC/IOBJIEHbI Pa3HULIEN An3anHOB. TaK, COGCTBEHHOE
uccnefoBaHWe BbINOMHEHO B YCNOBMAX NeauaTpuyecKux
YY4aCTKOB MONUKIAWHWUKMK; BK/OYEHUE YyYaCTHUKOB MPOBO-
OWNOCb CMIOWHbBIM METOAOM B TeyeHue 2 neT; meauaHa
BO3pacTa y4aCTHMKOB cocTaBufa 2 roga; YMciao Manbyu-
KOB W AeBOYeK OblI0 OAWHAKOBbLIM; MPOAOIKUTENBHOCTb
npuemMa npenapaTtoB Kefe3a 3aBucefa He OT CTENeHu
TAXECTU aHeMUK, a 0T IGPEKTUBHOCTU NeYyeHus, T.e. 4Nnu-
TeNbHOCTb Tepanuu 6biia MHAMBKUAYAIbHA; MOPOrOBbLIN YPO-
BeHb CP onpeaensnca no kputepuam BO3 2020 r. (B BO3-
pacte Ao 5 net < 12 Hr/mn, ctapwe 5 net — < 15 Hr/mn);
3bPEeKTUBHOCTL NpenapaToB OLEeHMBaNacb MO CKOPOCTHU
npupocTta ypoBHs Hb 1 yaenbHomy Becy yucna nauueH-
TOB, BOCCTaHOBMBLUMX CP B MOMEHT Hopmanusauuun Hb.
B ny6nukaumun E.B. MayHeBOM W cOaBT. YCNIOBUS, CPOKMU
npoBeAeHUs WcchefoBaHUsA, a Takxe cnocob Bbibopa
nauMeHToB 4N19 BKIOYEHUS HE yKa3aHbl; MejuMaHa Bo3pac-
Ta y4yaCTHMKOB cocTaBuna 15 net; npeobnajann AeBoY-
KN (91,7%); NpoaomKUTENbHOCTb Tepanuu Oblna KeCcTKOo
dUKCUpOBaHa M 3aBUceNa OT CTENEHU TAKECTU aHeMuH,
a He OT MHAMBMAYaNbHOrO OTBETa Ha jJevyeHue; ans ycra-
HoBNeHUs anarHosa XA no CP BbiGpaH NOPOroBbIf ypo-
BeHb 30 HI/mMa 6€3 CCblI/IKM Ha UCTOYHUK PEKOMeHaaLunm;
3bPEeKTUBHOCTL NpenapaToB OLeHWBanacb N0 PeTuKyno-
UMTapHbIM MHAEKCAM, BennyuHe npupocta Hb B KoHue 4-1
Hej Tepanuu u yaenbHOMY BECYy YMCNa NnauMeHToB, BoccTa-
HoBMBLIMX CD B MOMEHT NpeKpalleHus npuema npenapa-
TOB, HO HE B MOMEHT HOpManu3aumu yposHs Hb.

Ha Haw B3rns4, OCHOBHbIM MONOXMTENbHBIM MOMEH-
TOM NPOBEAEHHOro Hamu uccnefoBaHus Gbln CNIOWHON
MeToa 0T6opa y4aCTHMKOB Ha onpeaefieHHOM TeppUToOpUmn
negMaTpuMYyecKMx y4acTKOB 6e3 BO3pPacCTHbIX OrpaHuye-
HWI, 4TO Mocne paHAoOMU3aLUK NO3BOAMNO cHOpPMHUPOBaATL
COMOCTaBUMbIE MO BO3PAaCTHbIM, MONOBLIM M KJWHWUKO-
nabopatopHbiM nNapameTpam rpynmnbl, NpM 3TOM MeanaHa
BO3pacTa B rpynnax coBnana C NUKOM pacnpocTpaHeH-
HocTn OA no gaHHbIM nuTepaTypbl (Npeobnaganu eTu
paHHero Bo3pacTa) [11]. B KayecTBe OCHOBHbIX KpUTEPU-
eB 9QdEKTUBHOCTM MNepopasbHbiXx NpenapatoB xefesa
HamMu “cnonb3oBaHbl M3MeHeHns AU, CO n nokazatenb
CKOpOCTM NpupocTa ypoBHA Hb, KOTOpbIA paccynTbiBanCs
ON9 KaXAoro nauueHTa OTAEeNbHO, MCXOAS M3 pa3HuULb
YPOBHS remornobvHa Ha MOMEHT Hayana nevyeHua u aaty

ero Hopmanusauuu, 4YTo NO3BOSIUNO NMEPCOHaNM3UPOoBaTb
pacyeTsbl.

B pesynbrate uccnefoBaHUsa He BbIIBNEHO AOCTOBEpP-
HbIX pas3nuymit B 3DDEKTUBHOCTM MpenapatoB xenesa
cynbdata no cpaBHeHWtO ¢ npenapatamu xeneaa (Ill) MK
HW MO cKopocTu npupocta Hb, HW MO ygenbHOMy Becy
nauMeHToB C HopMalbHbiM ypoBHeEM CP B MOMEHT BOC-
cTtaHoBneHus Hb n 3aBeplieHns Tepanuu. B To e Bpems,
HECMOTPSA Ha OTCYTCTBME pa3HULbl UCXOAHOW BENUYUHbI
9N y nauMeHTOB B CpaBHMBAEMbIX rpynmnax, K MOMEHTY
BoccTaHoBneHna Hb nokasatenn MCV u MCH okasanucb
LOCTOBEPHO Bbllle y AeTen, NofyyaBlwmx Tepanuio xenesa
cynbdatom. TpakToBaTh OAHO3HAYHO PA3NNYUA GUHANBbHbBIX
3HayeHu nokaszatener RDW-CV n CH mexay rpynnamu
YYaCTHWKOB He NpeACcTaBASeTcs BO3MOXHbIM B CBA3K C TEM,
YTO WCXOAHble 3HA4YeHUs AaHHbIX MOKasaTenen y geten
B rpynne Il 6biAn HUXKE NO CPaBHEHUIO C TAKOBbIMK B Fpyn-
ne lll. B MOMeHT 3aBepLlIeHnNs Nle4eHna 3HaYUMbIX passiv-
YUW NO KOSIMYECTBY IPUTPOLIUTOB U UX OOBEMHO-LIBETOBLIM
XapaKTEPUCTUKAM He BbIBAEHO, Npu 3Tom 66nblias MCHC
B rpynne lll, Ha Haw B3rnag, obycnoBsieHa 605ee No3fa-
HeW pereHepauuen 3puUTPOMAHOrO pocTKa. B ¢Basn ¢ Tem
4YTO ANS KOHTpoasa nedveHus MIOA aBTOMaTtU4eCKUM 06U
aHanu3 KpOBM MCMONb3yeTcs Yalle, 4Yem uccnegoBaHue
ypoBHA CP, 6onee paHHee BocCcTaHOBNEHWe AN Ha Tepanuu
enesa cynb®atoM MOXET oKaslaTbCs MPUYUHON CyObeK-
TUBHOIO MHEHUS Bpaden o 66nblien aGDEKTUBHOCTU XKene-
3a cynbdaTta no cpaBHeHuto ¢ xeneaa (Ill) MK.

MepeHocuMoCTb npenapatoB FeZ* okasanacb A0CTO-
BEPHO Nyylle BO BCEX BO3PACTHbIX rpynnax, 0CoO6eHHO cpe-
OV feTen paHHero Bo3dpacTa. [1pakTuyecKkn y BCcex nauneH-
TOB HexenaTtenbHble 3bdeKTbl NPOSABASNNCE B BUAE NIETKUX
OWCMENTUYECKUX ABNEHUN U HE MPUBOAWMAN K CHUMKEHMIO
NPUBEPXKEHHOCTU nevyeHuto. OfHaKoO B HacTosilee Bpe-
mMsa B Poccuinckon degepauun npuMeHeHWe ConeBbix npe-
napartoB enesa orpaHuyeHo ®KP u TpygHOCTbIO nekap-
CTBEHHOro o6ecneyeHns No nporpaMme rocyaapCTBEHHbIX
rapaHTuit. Tak, ¢ 2009 r. npenapaTbl Fe2* GbiiM OKOH-
YyaTeNlbHO WMCKIYEHbl M3 MEPEYHS HKMBHEHHO HEeob6XOoaM-
MbIX U Ba)XHENLWKUX NeKapCcTBEHHbIX npenapaTtos (FKHBJIIM),
4YTO cAenano HeAOCTYMHOM MX 3aKymnKy rocygapcTBEHHbIMU
MEAMLMHCKUMU YUYPEKAEHUAMMU, @ TaKKe HEeBO3MOMKHbIM
Ha3HayeHWe cneunanuctamum 6e3 pelweHus BpayvebHOM
KOMWCCHUU, YTO B YCNOBUSAX PbIHOYHON SKOHOMWKK NMPUBENO
K 06eJHEHUNIO acCOPTUMEHTa Ha POCCUMNCKOM dapmaLeBTH-
4ecKoM pbliHKe [21, 22].

3AK/IIOYEHHME

[daHHble 06 3dDEKTUBHOCTU M OE30MaCHOCTU MNpuUMe-
HeHus npenapaTtos Fe2* u Fe3* npu nevenun XOA y aetein
HeoAHO3HayHbl. B xoge Hawero uccnegoBaHus npofge-
MOHCTPMPOBAH WX OAMHAKOBLIA MOTEHUMan ANs nedveHus
HKOA npv ucnonb3oBaHMK B CTaHAaPTHbIX JO3MPOBKax BHe
3aBMCMMOCTM OT Bo3pacTa pebeHka. [penapatbl xenesa
cynbdata nokasanu npeumywectso B 60nee MHTEHCUB-
HOM BOCCT@HOBNEHUN OOGBHLEMHO-LBETOBbIX XapaKTEPUCTUK
3PUTPOLIUTOB Ha PaHHMX CPOKax NeYeHUs Mo CPaBHEHWUIO
¢ xenesza (lll) TMK, HoO He npoaemoHcTpupoBanu Gonee
BbICOKOM CNOCOOGHOCTM K BOCMOSIHEHWUIO 3amnacoB enesa.
Mpu neyeHnn COBpPEMEHHbIMUM NpenapaTtamMu enesa Bbipa-
EHHble HexenaTeNbHble SBAeHUs, Tpebylowmne OTMEHbI
Tepanuu, BCTPeYaloTCs KpanHe pPeaKo; Mpu NeyveHun npe-
napatamu kenesa cynbdarta AaHHble ABMEHUSA BO3HUKAIOT
[IOCTOBEPHO pexe, 4eM npu HasHadvyeHun xenesa () MK,
p =0,0001.

C y4yeToM pocTaTtoyHoW 3addeKTUBHOCTM M Gelonac-
HOCTW npenapaToB xenesa cylbdata npu nedveHmn HAA
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CoBpeMeHHble acneKTbl

AUArHOCTUKU HapyweHUn GyHKLUuuU
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06ocHoBaHMe. [1aTo/10rms cCMCTEMbI reMocTasa sIBJSETCA aKTyaibHON U Maion3y4eHHoHN npobaemort B neguatpuun. OgHoun
M3 OCHOBHbIX MPUYMH HapyLEeHWH B CUCTEME Koaryasiumm ¢ pa3BUTUEM TPOMOOTMYECKUX COOLITUI BbICTynaeT Hapylle-
HMe B pa3n4HbIX 3BEHbAX CUCTEMbI remocTasa. K cocyancTeiM KatacTpodam yalye BCero npuBoAMT JePUUNT paKTopoB
MpoTUBOCBEPTLIBaKOLEN cucTeMbI. [PUHATO cYMTaTh, 4TO TPOMOO3bl — YacToe SBJIEHME Y B3POC/IbIX MaLMEeHTOB, U HE yae-
NISE€TCA JOIKHOIO BHUMAHUS N3YYEHUIO HapYLUEHUI B CUCTEME MEPBUYHbIX PUINOTOrMYECKMX aHTUKOAryisiHTOB y AeTeN.
Yawe pa3BuBaeTcs NpMobpeTeHHbIN AePULMT 6€/1KOB-aHTUKOAryasiHToB Ha GOHe pa3indHbIX NaToa0rM4€CKUX COCTOSTHUHA,
0COBEHHO r1ocsie rnepeHeceHHbIX MHPEKLMOHHbIX 3abosieBaHni. Bece atn 3abosieBaHns (TPOMOGOGHINKU, TPDOMOOTUHECKUE
3ann304bl, CEPAEYHO-COCyancTas NaToorns, 60J1e3HU HEPBHON CUCTEMbI, FEHETMYECKUE 3a60/1€BaHMs) MOryT BCTpeYaThbCs
10 OTAENIbHOCTU U B COHETaHnn Apyr ¢ APYroM, npuiyemM KJIMHMYecKas KapTUHa KoaryasaLUMOHHbIX HapyLueHUn MOXKET ObiTb
cxogHo. Lenb nccnegoBaHnsa — OLUEHUTb UBMEHEHUSI B CUCTEME (PUINOIOMMYECKUX @HTUKOAry/asiHTOB y AeTel ¢ pas-
JINYHOM NaToN0rnmen, MMerLmMx NoMMop@HbIe BapuaHTbl HEKOTOPbLIX FrEHOB KoaryasaumMu 1 nepeHecLlumx HOBYIO KOpOHa-
BUPYCHYI0 MHOeKUMio. MeToabl. B nccnegosaHne 6biin BKAOYEHbI 33 pebeHKa, NepeHecLuMX HOBYIO KOPOHaBUPYCHYIO
MHQEKLMIO TSXKENOro TeYEeHUs B CEMENHbIX KaacTepax U MMEIOLMX TSXKENYI0 XPOHMUYECKYI0 MaTtoaoruio, noTeHUMasbHoO
accouMMpoBaHHYIO C HapyLLUEHUSMU B CUCTEME KoarynsLmnu (C mopaxKeHnem HepBHON CUCTEMBI, TMNIepTPOPUYECKON Kapan-
omuonaTuen, HacaeCTBEHHbIMU MOHOM€HHbIMU CUHAPOMaMH, C CUHAPOMOM reMaTtoMe3eHXuMabHON gucnaasnm). Bcem
AeTAM 6b1710 MPOBEAEHO KOMITIEKCHOE 06C/1e40BaHme, BKIOYaBLUEEe KIMHUYECKUI OCMOTP, 1abopaTopHyo M MHCTPYMEH-
Ta/bHYI0 AnarHocTuKy). Pe3ynbtaTtbl. [TpeaBapuTesibHblie pesynbraTbl UCCIe40BaHNs CBUAETE/LCTBYIOT O JOCTaTOYHOM
yacToTe BCTPEYaeMOCTH MOAMMOPOHLIX BapUaHTOB reHOB Koarynsuuu (y TpeTu JeTen ¢ pas/iMiyHbIMU 3ab60eBaHnsIMmU
B MCCAe[0BaHUM), y 4acTu JeTen onpeaeeHo CHUXEHUE aKTUBHOCTHM IIMKONPOTEMHOB MPOTUBOCBEPTLIBAIOLEN CUCTEMbI
(0T 6 o 36%), 4TO NOATBEPIKAAET KOHLEMUMIO aKTya/lbHOCTH MCCAe[0BaHUs JepnuynTa GaKTopoB NPOTMBOCBEPThIBaIOLLEN
CUCTEMbI U HEOBXOAMMOCTb AasbHENLIEro AMHaAMUYECKOro HabaloaeHUs 3a NnauneHTamm, a TaKxKe BbiSIBAEHNS NPeANKTO-
poB TPOM6OGUANK y fETEN B BbIGPaHHbIX LieIeBbIX rpynnax. MccnegoBaHne 4415 BblIBI€HUSI HAPYLIEHMI NPOTMBOCBEPThI-
BaroLen cucTemMbl M MyTaUui B reHax Koaryasiymm no3BoJINT NMpeacKasaTb PUCK pa3BUTUS TOOMOOTUYECKMX HapPyLUEHWUHA.
3aknioyeHune. lonydyeHHble B paboTe pel3ynbTaTbl MOATBEPANIN 3HAYUMYIO POJb MPOBOAUMOro MCCAE[0BaHUS A1 KOM-
M/1IEKCHOM OLEHKMU HapyLUeHMI QYHKLMOHNPOBAaHMS CUCTEMbI reMocTasa y AeTel, 4TO No3BOINT ONTUMU3MPOBATL MOAX04
K AMarHoCTUKe M NepCoHan3npoBaTh CTPaTernio BEAEHMS NayneHTOB C pa3/inyHoN XPOHUYECKOM NaToornen n Hapylue-
HUAMM B CUCTEME €CTECTBEHHbIX aHTUKOArynsiHTOB. B HacToALWMI MOMEHT UccieqoBaHne NpoJo/KaeTCs.

Knro4eBble cnoBa: remoctas, 4eTu, JepnLmnT, MPOTUBOCBEPThIBalLas cuctema, aHTUTPOM6OMH I, nosimmopouamabl

Ansa yntupoBarHus: lopaeesa 0.b., Bawakmaase H.[., Kapacesa M.C., ba6anknHa M.A., }ypkoa H.B., ConoweHko M.A.,
KpeTtoBa E.B. CoBpeMeHHble acneKTbl AMarHOCTUKM HapyLLeHU GYHKLMK NPOTUBOCBEPTLIBAIOLLEN CUCTEMBI Y AETEN C pas-
JIMYHBbIMU NoIMMOPdU3MaMn B reHax koarynaunu. lNepsble pe3dynbtaThl. [leguatpudeckas papmaronorms. 2022;19(4):326—
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OBOCHOBAHME YHKLMA 9BNSETCH NYCKOBbIM MEXAHM3MOM KacKaja Hapy-

Mpo6nema geduuuTa €CTECTBEHHbIX aHTUKOarynsH-
TOB, ABMAOLWMXCH (paKTopamu MPOTUBOCBEPThIBAIOLLEN
cuCTEeMbl, Hanbosiee aKTyanbHa AA MaLUEHTOB AETCKO-
ro Bo3pacta C XPOHWUYECKUMMK 3aboseBaHUAMU, acco-
LMUPOBAHHBIMU C HaPYLIEHWAMWU CUHTE3A W YrHETEHUN
$aKTopoB, HEOBXOAMMbIX A4S arperauun TPOMOOLMTOB,
GYHKLMOHMPOBAHUA cucTeMbl GUBPUHONMU3E WU COCYAU-
CTO-TPOMBOLMTAaPHOrO 3BEHa remocta3a B pesy/braTte
OUCOYHKLMU SHOOTENUA COCYAOB. JHAOTENUanbHas guc-

LWEeHMN B cucTeMe akTuBaumy GaKTOpoB cBepTbiBaHus [1,
2], ny geten ¢ aedULUMUTOM U/UNN CHUKEHUEM aKTUBHOCTU
eCcTeCcTBEHHbIX aHTUKoarynaHTos (EAK) HabnogaeTtcs Bbico-
Kasi BEPOATHOCTb Pa3BUTUS TPOMOOTUYECKMUX COObITUI. Pap
npoBoUMpYOWMX GaAKTOPOB (XMPYpPruyeckne BMellaTeNb-
CTBa, BOCMNanuTeNbHble peaKkuun, OU3NYECKUE HarpysKw,
nepeHeceHHasa Taxenas MHPEeKLUUs) cnocobHbl yCcyrybuTb
COCTOSIHME NaLMEHTOB M MPMBECTU K 3NM304aM TPOMOOTH-
4yeckux cobbiTun B nocneaytouwem. Ocoboe 6eCrnoKONCTBO



BbI3bIBAIOT T€ NaLMEHTbI, KOTOPbIE NEPEHECU HOBYIO KOPO-
HaBUPYCHYIO MHOEKLMIO CPEeAHEro U TSXKENOro TeyeHus,
npuyem B ceMemnHbIX Knactepax, Korga COVID-19 6bin gna-
FHOCTMPOBAH OJHOBPEMEHHO Y HECKOIbKUX YNEHOB CEMbMU.
B 3aTtom cny4yae MOXHO NPeanoNoXMTb Hanuyine reHetuye-
CKMX MPeanoCbIIOK, OTBETCTBEHHbLIX 3a peanu3auunio auc-
6anaHca B cMCTeMe Koarynsumu.

KnunHnyeckrne nposiBNeHUs Natonornm NpoTMBOCBEPTI-
BaloLWen CUCTEMbI HYacTO MaHUDECTUPYIOT y AeTEN B paHHEM
HeoHaTanbHOM nepuoge [2, 3]. U3BEeCTHO, 4TO YacToTa Heo-
HaTanbHoro Tpom6o3a — 3-5 cnyyaeB Ha 100 000 xuBo-
pOXAeHHbIX [4—6]. Tpom603bl B HeOHaTalbHOM MepUo-
A€ MOryT cTaTb MPUYMHOW WHBanuau3auunm pebeHKa
WNK neTanbHoro ucxoga. MIx oCHOBHOM NPUYMHON ABNAIOTCS
du3nonornyeckne 0Co6eHHOCTU CUCTEMbI FeMocTa3a HOBO-
POXAEHHbIX (CHUXXEHWEe aKTUBHOCTU (GUOPUHOIUTUYECKOM
cuctembl 1 EAK B 2-3 pasa OT HOpMasbHbIX 3HA4YeHWIN
Ha NepBOM rOAY *KU3HW, @ TaKKe aKTUBaLMSA BHYTPEHHEro
nyTW cBepTbiBaHWS KpoBM) [7, 8]. B cTpyKType TpoM6OTUYE-
CKMX COObITMI B LETCKOM BO3pacTe, M0 AaHHbIM HEKOTOPbIX
nccnefoBaHuin, TpoM603bl MOpTaibHbIX BEH COCTaBASAOT
22-75% [9-11], uepebpanbHbix BeH — 18-51% [12], BeH
cepaua — 5% [13], novyeyHbix BeH — 10% [4, 14], BeH KoHeu-
HocTen — 3-63% [15]. Ha apTepranbHble TPOM603bI NpU-
xoautea 5,18% [16].

M3 paHHbIX nuTepaTypbl M3BECTHO, 4YTO TpomGoduum
W/WNN COCTOSHUSA TPOMBOrEeHHOI0 pUcKa 6epeMEHHbIX MOTYT
COMPOBOXAATbCA Pa3BUTUEM HapyWeHUN B QYHKLMOHUPO-
BaHWW Pa3/IM4HbIX CUCTEM Y HOBOPOXKAEHHbIX B BUAE Nepu-
HaTaNbHbIX TPOMOGOTHUYECKUX OCNOXKHeHWM [17-19]. OaHown
M3 3HAYUMMbIX MyTauui B pa3BuUTUKM TPOMOO3OB SABASETCS

MyTauus reHa daktopa V (MyTauus JlengeHa). B pesynbrate
JaHHOM MyTauMW pPa3BMBAETCA PE3UCTEHTHOCTb K aKTU-
BMPOBaHHOMY npoTenHy C, 4TO MpPUBOAMT K Tpombo3aM.
Hapsay ¢ myTtauuven JlengeHa myTaums B reHe npoTpoM-
6uHa (G20210A) AABNSETCA KAMHUYECKM 3HAYMMOMN, TaK e
KaK 1 nonnmopodum3mMbl B reHax eCTeCTBEHHbIX aHTMKoary-
NAHTOB — aHTUTpom6uHa Il u npotenHos C, S. N3BeCTHO,
4YTO Hanuyne ABYX M 6onee MyTauMW B reHax Koarynsuu-
OHHOMO KacKaja MOXeT SBNATbCH NPEeANKTOPOM WMHCYNbTa
y aetew [20, 21]. AednunT 6€n1KOB NPOTUBOCBEPTHLIBAKOLLEWN
CUCTEMbI MOXKET BblTb KaK BPOXKAEHHbIM, TaK 1 NPUOBPETEH-
HbiM. lNpuynHamm npuobpeteHHoro aedwuuuta EAK moryt
ObITb HaNM4Yne BEHO3HOro KateTepa, CUCTEMHbIN BOCManu-
TeNbHbIM MPOLLECC, BPOXKAEHHbIE MOPOKU cepaua U cocy-
0B, aHTUdocHONMNUAHBIN CUHAPOM, ayTOoBOCNaNUTENbHbIE
3aboneBaHus, OHKONOrnyeckas natonorus [16].

OAHUM 13 BaXKHbIX 6E/TKOB CUCTEMbI ECTECTBEHHbIX aHTH-
KoarynsiHtoB aBnsetca aHTUTpomo6uH Il (AT 1ll). OH cuHTe-
3UpyeTCs B 3HAOTENMM KPOBEHOCHbLIX COCYAOB WM KNETKax
nevyeHun. aHHoln 6e10K obecneynBaeT aHTUKOArylaHTHYIO
aKTMBHOCTb M/1a3Mbl, OKa3blBas TaKXe 1 NpPoTMBOBOCMANN-
TenbHOe aencrteue. BpoxxaeHHbin gedununt AT Il passmBaeT-
csl B pe3ynbrate myTauun B reHe SERPINC1, Koaupylowem
JaHHbIN Nna3MeHHbIn daKTop, U HacneayeTcs No ayToCoM-
HO-AOMMWHAHTHOMY Tuny [21, 22]. AeduunT AT Il aBnsetca
peakon Tpombodunnen, Kotopas BCTpevaeTcs ¢ YacToToMn
1 : 2500 [23]. MNpu pgedpuunte AT lll nepBoro TMna npouc-
XOAMT OAMHAKOBO PaBHOMEPHOE CHWMKEHME KOnM4ecTBa
aHTUTPOMOMHA M ero aKTMBHOCTU B peayfbrate MyTauuw,
NPUBOAALLMX K HAPYLUEHNIO PAMKKU CYMTbIBAHWUS MpPW TPaHC-
Kpunumm MPHK. Mpu gedunumte AT Il BTOporo tuna Habno-

Olga B. Gordeeva?l' 2, Nato D. Vashakmadze?l' 2, Maria S. Karaseval, Marina A. Babaykina?,
Natalia V. Zhurkoval, Margarita A. Soloshenko, Elena V. Kretova?

1 pediatrics and Child Health Research Institute in Petrovsky National Research Centre of Surgery,

Moscow, Russian Federation

2 pirogov Russian National Research Medical University, Moscow, Russian Federation

Modern Aspects of Anticoagulation System Disorders
Diagnosis in Children with Different Polymorphisms
in Coagulation Genes. Initial Results

PEDIATRIC PHARMACOLOGY. 2022;19(4)

7

Background. Hemostatic system pathology is topical and poorly studied issue in pediatrics. One of the main causes of coagulation
pathway disorders associated with thrombotic events is abnormality in various parts of the hemostatic system. Vascular accidents
are commonly caused by anticoagulation system factors deficiency. Conventionally, thrombosis is a common event in adult patients,
and there is no adequate attention to disorders of primary physiological anticoagulants system in children. More often acquired
anticoagulant proteins deficiency develops in presence of various pathological conditions, especially after the past infectious dis-
eases. All these diseases (thrombophilia, trombotic events, cardiovascular pathology, nervous system diseases, genetic diseases)
can occur separately and in association with each other, plus clinical picture of coagulation events may be similar. Objective. The
aim of the study is to evaluate changes in the physiological anticoagulants system in children with different pathologies who have
polymorphic variants in coagulation genes and who had new coronavirus infection. Methods. The study included 33 children who
had severe coronavirus infection in family clusters and had severe chronic pathology potentially associated with disorders of the
coagulation system (nervous system damage, hypertrophic cardiomyopathy, hereditary monogenic syndromes, hemato-mesenchy-
mal dysplasia syndrome). All children underwent complete examination including clinical examination, laboratory, and instrumental
diagnostics. Results. Preliminary study results indicate significant incidence of polymorphic variants in coagulation genes (one
third of children with various diseases from the study). Some children had decreased activity of anticoagulation system glycopro-
teins (from 6% to 36%) that confirmed the topicality of the examination of anticoagulation system factors deficiency and the need
for further dynamic follow-up, as well as revealing of trombophilia predictors in children in selected target groups. Study on reveal-
ing anticoagulation system disorders and mutations in coagulation genes will predict the risk of thrombotic disorders. Conclusion.
The obtained results have confirmed the significant role of the ongoing study for comprehensive assessment of hemostatic system
disorders in children. That will allow us to optimize the approach to diagnosis and personalize the management strategy for patients
with different chronic pathologies and disorders of the natural anticoagulants system. The study is currently ongoing.
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JaeTcs HopMasibHOE KOMMYEeCTBO aHTUTPOMOMHA, HO QYHK-
LUMS ero HapyweHa BCNeACTBME MMUCCEHC-MyTauWi B reHe
SERPINC1 n 3aMeHbl aMMHOKKCOT B NEPBUYHOM CTPYKTYpE
aHTUTpoMOGMHa. BTopow Tvn nogpas3aensercs Ha Tpu noa-
TMMNa B 3aBUCUMOCTM OT JIOKaAM3aLnm 3aMeHbl B CTPYKType
depmeHTa. Mo gaHHbIM nuTepatypbl, npu aedbuumte AT Il
PUCK pa3BUTMA BEHO3HOIo Tpom603a noBbiweH B 5-50 pa3
[24]. MpunynHamu npuobpeTteHHoro geduumta AT Il moryT
OblTb CHWXXEHWEe €ero CUHTe3a BC/eACTBME 3aboneBaHus
neyvyeHu, NOBblleHHOEe noTpebsieHne MNpu cencuce, 3SKC-
TpaKopnopasbHOM KpoBOOGpaLllEHWM, NOBbILWEHHAs NoTeps
npyv HedGpPOTUYECKOM CUMHOPOME, MAacCUMBHOW KpoBomnoTepe
[25]. AT lll aBnsieTca KAYEBbIM MHrMOUTOPOM daKTopa
CBEpPTbIBaHMA KpoBM X. AKTUBHOCTb aHTMTPOMOWHA 3Ha-
YUTENbHO YCUAMBAETCS B NPUCYTCTBMM renapuHa. B cBoto
oyepeab, aHTUKOArynsaHTHOe AEeWCTBME renapuHa 3aBUCUT
OT MpUCYTCTBUA AaHHOro gakTtopa [26]. AKTuBHOCTb AT Il
y AeTeEN B MEPBOM MONYrOAWMW KM3HWU 3HAYMTENbHO HUKE,
yeMm y ageten ctapuwe 1 roga. Ecnn go 12 mec ypoBeHb ero
cocTaBngetr 45-80% oOT ypoBHS B3pOCAOro, To craplue
1 roga xu3Hu Konebnetca o1 65 go 100% [27]. HesaBucrumo
OT npuynHbl geduumnta AT Il KAMHMYECKME NPOSABAEHUSA
ero geduunTa MMEKT CXOXMEe Npu3HaKU: TpomM6O3 noa-
KOXHbIX, TNYO6OKMX BEH HUXHWUX KOHEYHOCTEW; TPOM6O3
BEH Manoro Tasa; TPoMOG0O3IMOONA JIEFOYHOW apTepuu;
TpoM603 MarucTpanbHbIX BEH W apTepui. B ganbHewnwem
Ha GOHe BblpaXKeHHOoro geduumnTa MOXKET pa3BMBaTbCs ANC-
CEMUHMPOBAHHOE BHYTPMCOCYAMCTOE CBEPTbIBAHWE KPOBU
(ABC-cuHapom). O6uwen yeptor TpoM60O30B, NPOTEKAOLWMX
Ha ¢oHe aeduuuta AT lll, aBnsgeTca pasBUTME PE3UCTEHT-
HOCTU K renapwuHy [26]. B HEKOTOPbIX UCCEeA0BaHMSaX NOKa-
3aH0, 4YTO y IETEN C BEHO3HbIMM TPOMBO3amMu AeDULNT aHTH-
TpoMbuHa ob6HapyxuBaeTca B 1,4-12,5% cnyyaeB [28].
Kak ynomuHanocb Bhbllle, K TSXenblM Tpomb603aM y aeTen
MOryT npeapacnonaraTb U MyTauum B reHe SERPINC1 (romo-
3UroTHbIN BapuaHT Phe229Leu), B pe3ynbrate KOTOpbIX Mpo-
MCXOOWUT CrOHTaHHas nonumepusauusa AT Il B opraHuame
yenoseka [29].

CemeiHasa popma TpomMbodUInK, xapakTepumaytoulasacs
PE3UCTEHTHOCTbIO daKTopa CBEPTbIBAHUSA KPOBKU V K aKTu-
BMpOBaHHOMY NpoTeunHy C, obycnoBneHa JlenaeHcKon myTa-
umMen. dta myTauus BhnepBble onucaHa B 1994 r. [30].
PacnpocTpaHeHHOCTb AaHHOW MyTalMK B NONYASLUKN 3aBU-
CUT OT pachbl: y 1L, 6e10M pacbl OHa MOXET BCTpedvaTbCs
y 2-15% nonynsuuu, y vy, MOHIOIOMAHOW M HErpouaHOM
pac OHa NoyTu He obHapyxuBaetcqa [31]. Cpean MyTauun
reHa, kogupytolulero dakTop V, KNIMHUYECKOE 3HaYeHNE nMe-
eT noanmopdunam R534Q G>A, KOTopbIn cNOCOBCTBYET pas-
BUTHIO TPOMOO30B y retepo3unrot B 3—8 pas, y roMO3UrotT —
B 80 pas vaule, 4eM B nonynauunun B Lienom. Bcneacteune atoro
onpaBAaHHbIM SIBASETCS Ha3HavyeHue NpodUIaKTUHECKOM
aHTUKOArynsHTHOM Tepanuu NauueHTy ¢ AaHHOW MyTauuen
nepea onepatMBHbIMKM BMeLIATENbCTBAMM, NMPKU CEPbE3HbIX
TpaBMax, Npu AIMTENbHOM MMMOBUAN3aLMN, TOPMOHAIbHON
Tepanuu [32, 33]. B nutepatype onucaHbl cily4yau, Koraga
coyeTaHMe MyTauui B reHe npotpomMbuHa u daxktopa V
MOXeT NPMBOAUTb K BEHO3HbIM Tpom6b60o3aM. Peakon nato-
norven sBnsieTcs ABOMHas roMO3MUroTHOCTb, KOTOpas MOXeT
6bITb HECOBMECTUMaA C XKM3HblO [34].

Mpotpom6uH (FII) npeactaBnsieTr co6on KntoyeBon dak-
TOp KacKaga Koarynsiumu. MccnepgoBaHue noanmmopodusma
20210 G>A reHa npoTpombuHa (F2) nmeeT NporHocTuye-
CKO€ 3HayeHue Ans onpeneneHus pucKka pasBuTus nHdap-
KTOB, aHEBPM3M KOPOHAPHbLIX apTePUn U Apyrnux TPOMOGO30B.
Y naumeHToB — HOCUTENen gaHHoro noaMmopodusma vauie
HabnoaaloTCs NeTanbHble UCXoAbl B MocfieonepauMoHHOM
nepuoae u npu Tepanun oHKolabonesaHun [35]. MNpu aTon

MyTauun PUCK TPOMBO30B Bblll€e B pe3dybTaTe NOBbIWEHHON
aKTMBHOCTM paKTopa NpoTpoMbBMHa B Nia3me Kposu [36].
dakTop Koarynauuun VIl aBnsetca akTMBaTopoM BHELL-
Hero nMyTu CBepTbiBaHWS KPOBMK MoOC/ie NOBPEXAEHUS TKa-
Hen [37]. N3BecTHO, 4TO reH F7 copgeput 6onee 200 pas-
SINYHBIX BapuaHTOB MyTauuh. ITU BapuaHTbl BKOYaOT
B ce6 MUCCEHC, HOHCEHC, HeboNbliMe BCTaBKW/AeneLmu
M MyTauuu calTa cnfianucuHra B pasHbix obnacTsax reHa
[38]. Monumopdmamel B reHe dpakTopa VIl nMetoT 3aLnTHbIN
3apPeKT NpoTMB TPOMOE60IMOBONMUNU. [OMOSUTOTHBIM GEHOTUN
A/A G10976A (rs6046) — 3ameHa ryaHuHa [G] Ha aaeHuH [A]
B no3vuun 10976 reHa dakTtopa VIl. 3Ta MyTauus MoxeT
NPMBOAUTL K 3aMeHe aprMHuHa Ha rnytamuH (Arg353Gin)
B no3uumm 353 6enka. 3ToT nonumopdumam o6o3HavaeTcs
Take Kak R353Q. leHotun A/A NpUBOAMT K CHWUMXKEHWIO
pepMeHTaTMBHOM aKTUBHOCTK dakTopa VIl Ha 72% no cpas-
HEHUIO C AUKKUM TUnom (reHotun G/G). Hocutenu reteposu-
rOTHOro BapuaHTa UMEIT HU3KYI0 BEPOATHOCTb MHDapKTa
MWOKapaa no cpaBHEHMUIO ¢ HocuTensamu reHotuna G/G [39].
Hanunune nonumopdmama B reHe dpubpuHoreHa FGB
455 G>A MOXHO pacLeHuBaTb KaK MPeauKTOpP MOBbIWEH-
HOTrO pUCKa pa3BUTUSA TPOMBOTUYECKMX cOobbITMI [40, 41].
B cucteme dnbpmnHONM3a MHIMOUTOP aKTMBaTopa niasmu-
HOreHa ABASETCA K/OYEBOW MPOTEa30M, perynupyiolen
ee pa6oty [42]. MNonumopdunam B reHe SERPINEL/PAI-1
MHrMGUTOPa aKTMBATOpPa nNna3MuHoreHa (675 5G>4G) cno-
cobeH NpuMBOAMTb K YrHeTeHutio ¢ubpuHonmsa. YactoTta
BcTpevyaemoctn 4G-annens pgaHHoro noaumopdusma
B eBponenckon nonynsumu coctaBnaeTr 53-61% [43, 44].
MauneHTbl — HocUTEeNn aToro noanmopdmama UMeoT npea-
PacnofiioXeHHOCTb K MHbapKTy MWOKapaa, MeMUYeCKON
60M1€e3HU cepaua, NPeaknamncuun, aTepoCcKaeposy, UHCYIN-
HOPE3UCTEHTHOCTM U OXMPEHUIO, @ TaKXKe OH MOXKET CMo-
co6CcTBOBATL PA3BUTUIO JUCCEMUHUPOBAHHOIO COCYANCTOrO
CBEpTbIBAHUS MPU MEHMHIOKOKKOBOM MHbeKuuun [45, 46].
[aHHble NonnMMopdU3Mbl MOTYT CAYXUTb NYCKOBbLIM GaKTo-
pPOM NpW YacTOM HEBbIHAWKWBAHUN BepeMeHHOCTH [47].
PesynbraToB McCneaoBaHUM KOMMIEKCHOW OLLEHKK Hapy-
WeEeHMN B NPOTMBOCBEPTLIBAIOWEN CUCTEME U HANUYUSA NOK-
MOPOM3MOB B reHax Koarynsiuumu y geten npu pasnuvyHon
naTonorun cepaevyHo-cocyanucTon CUCTEMbI, HAaCeACTBEHHbIX
MOHOIrEHHbIX CMHAPOMax B AuUTepaType He npeacTaBieHo.
B [OCTYnHbIX 3apyOGexHblX M3JaHUSaX UMMEIOTCS CBeAeHMs
0 BbICOKOW 4acTOTe CMEPTHOCTU MpPU Pa3BUTUM CENTUYECKUX
COCTOSIHUIM y neTen B cnydae geduumnta EAK. B gocTynHbIx
MCTOYHUKaxX OTe4EeCTBEHHOWM Hay4YHOM N1MTepaTypbl OTCYTCTBY-
0T fJaHHble 06 UccnefoBaHMsAX MO BbISBAEHUIO HAaCNeACTBEH-
Horo geduunta GaKkTopoB CBEPTbIBAIOLLEN CUCTEMDI Y AETEN.
B Poccuiickon Pegepauun oTcyTCTBYEeT KnaccuduKkauus
OUEHKMN pUCKa KJIMHUYECKM 3HAYUMbIX TPOMOODUNINI Y AETEN.
ABTOpbI NPeACTaBASAOT NepBble pe3ynbraThl nccnenoBa-
HWUM Hannuusa geduunta GakTopoB NPOTUBOCBEPTLIBAIOLLEN
CUCTEMbI M NOAMMOPPUIMOB B reHax Koarynsuuu npu pas-
IMYHOM natonoruun. B HacTosillee Bpems uccnepoBaHue
npofoIKaeTcs.

Llenb uccnegosanus

OUEHWUTb N3MEHEeHUs B chucTeme GU3N0NOTMYECKUX aHTH-
KOarynsaHTOB y IeTEM C Pa3/IMYHOM NaTONOrMe, MepeHecLnxX
HOBYIO KOPOHABUPYCHYIO MHDEKLMIO B CEMENRHbIX KiacTepax
1, MPEAMNONOKNTENbHO, UMEIOLLMX NOSUMOPGbHbLIE BapUaHTbI
HEKOTOPbIX FEHOB KoarynsLuu.

METOAbI

Au3aiH uccnepoBaHua

B uccnepoBaHue ObinM BKAOYEHbl 33 nauueHTa:
18 peBoyeK, 15 manb4ymMKkoB. Bce getn B ceMenHblx Kna-



ctepax nepeHecnu COVID-19. MeamnaHa Bo3pacTta y aeten
B uccnenoBaHuu coctaBuna 9,9 net (6,1; 14,1). B nep-
BYIO rpynny BOW/M AETU C NOPAXKEHWEM HEPBHON CUCTEMBI
(n = B), BO BTOpyl0O — ¢ 3a60neBaHUAMU cepAevHO-CoCyan-
CTOM cUcTeMbI (N = 8) B TPETbIO — C HACNeACTBEHHLIMX MOHO-
reHHbIMW CMHAPOMaMK (N = 5), B YETBEPTY0 — C reHeTuye-
CKM AEeTepPMUHUPOBAHHbLIM HapylweHWeM COeAWHUTENbHOWM
TKaHW — CUMHAPOMOM reMaTtoMe3eHXMManbHOM AUcnnasuu
(r'MA) (n = 15). O6¢cyxaeHUe pe3ynbLTaToB MCCeaoBaHUA
NPOBOAMNOCH HA OCHOBaHWM 3aK/0YEeHNUI reHeTuKa, neauna-
Tpa, No pe3ynbratam ynbTpasBykoBoro (Y3W) u nabopartop-
HOro nccnefoBaHuM.

Bce nauueHTbl 6blIM OCMOTPEHbI NEAMATPOM U Y3KU-
MUK crneuuannucTtamu (LETCKMM KapAuOaOroMm, reHeTMKOM,
odTanbMonorom), BCEM MNPOBEAEHbI AWArHOCTUYECKue
nccnenoBaHus (AxoKl, Y3M opraHoB OGpIOWHOM MOMOCTH,
noyek, cepaua, LWMTOBUAHOM Xeneabl, NabopaTopHble Uccne-
nosaHus). InsanH nccnegoBaHusa npeacrasieH Ha puc. 1.

Kputepum cooTBeTCTBUSA

KpuTepun BKIOYEHUA NaLMEHTOB B MWCC/eJoBaHue:
Bo3pacT A0 18 neT; nepeHeceHHbin Taxenbin COVID-19
B CEMENHOM KJiacTepe; Hanuune MnoATBEepXAEeHHOro aua-
rHO3a — KapAWoNorMyeckon naTtonoruu, nopaxeHus HepB-
HOW cucTembl, cuHapoma M/, HacneaCcTBEHHbIX FrEHeTUYe-
CKMX CMHOPOMOB. Y BCEX 3aKOHHbIX NpeacTaBuUTeNnen aetemn
(v peten ctapwe 15 neT) 6bI10 B3STO MHPOPMMUPOBAHHOE
cornacve Ha yyactue B uccnegoBaHunn. Kputepum MCKIto-
YeHUs U3 UccnefoBaHns: 0TKa3 OT NPOAOSIKEHWUS Uccneno-
BaHWA, HEBO3MOXHOCTb CONPOBOX/aTb pe6eHKa Ha uccne-
JloBaHue.

YcnoBus npoBeaeHus

Pa6ota nposogunacb B HNM negmatpumn n oxpaHbl 340-
poBbs geten LUKBE PAH (MockBa) B 2021-2022 rr. (c anpens
2022 r. yupexaeHune nepenmeHoBaHo B PrbHY «PHLX um.
akag. b.B. MetpoBckoro» MuHo6pHayku P®). OcHoBHOM

[eTtu c natonorueti ot 5 ao 18 net, HaGnoaawWMHecs y cneynannctos (n = 33)
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Puc. 1. In3anH uccnegoBaHus

MpumeyaHmne. KM — kapanomuonatust; SKI — anexktpokapaunorpadus; IxoKI — axokapaunorpadus; Y3U — ynbrpassByKoBoe
nccnegoBaxue; AT Il — aHTUTPOMOMH Il; EAK — ecTecTBEHHble aHTUKOarynsHThbl.

Fig. 1. Study design

Note. CMP (KMIM) — cardiomyopathy; ECG (3KI') — electrocardiography; EchoCG (3xoKI') — echocardiography; U/S (Y3W) — ultrasound
examination; AT lll — antithrombin Ill; NACs (EAK) — natural anticoagulants.
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OPUTMHAJIbHbIE CTATbU

Mcxoa — OLEHKa napamMeTpoB CUCTEMbI reMmocTa3da U Halu-
4Yns NOAMMOPGOU3MOB B reHax Koarynsuuu.

MpoAoMKUTENIbHOCTb UCCNIE0BaHUSA

B agaHHyt0 ny6GauvKauuio BKJOYEHbl pe3ynbTaTbl Mnep-
BOro 3Tana wuccnegoBaHua (HOAOpb-geKkabpb 2021 r.).
Ha6niofeHve 3a nauMeHTamu NpogosKaeTcs.

Ucnonb3oBaHHble AUATHOCTUYECKUE METO/bI

KnnHnvyeckuit ocmotp. KnuHuveckoe obcnenoBaHue
BKMOYano B cebs TwaTenbHbll CO0P aHaMHe3a KWU3HMU
M 60ne3HU, *Kanobbl nauueHTta, o6WMNW OCMOTP NaLUeH-
Ta (Nanbnauus, ayCcKynbTauus, U3mMepeHne aptTepuanbHOro
JaBneHusl, onpegeneHune caTypauuMuM C UCMNONb30BaHUEM
ny1bCOKCUMETPA).

JlabopaTopHasi AuarHocTuka. [Ona wuccnefoBaHua
ncnonb3oBanncb NPooupkn ¢ K3 3ATA (KNMHUYECKUI aHa-
N3 KPOBU U MOJNIEKYNSPHO-TEHETUYECKOE UCCNIeA0BaHME),
npPo6upKK ¢ 3,2% LUUTPaTOM HaATPMS (MNa3MEHHbIN remocTas)
B KayecTBe aHTUKoarynsHTa. MoneKkynspHo-reHeTM4yeckoe
nccnegoBaHve NOMMOPPU3MOB B reHax nnasmeHHblX dak-
TOPOB CUCTEMbl CBEpPTbiBaHWA KPOBWM MPOBOAMAN METO-
oM nonumepasHon uenHon peakuumun (MUP) B pexxunme
«peanbHoro BpeMeHu». bblnn uccnegoBaHbl NOAMMOPOU3MbI
B reHax npotpombuHa F2 (20210, G>A), daktopa V — F5
(R534Q, G>A), dakTtopa VIl — F7 (R353Q, G>A), pubpuHore-
Ha — FGB (455, G>A), nHrnéutopa akTMBaTopa nia3mMmHo-
reHa — SERPINE1 (675, 5G>4G).

KNMHWYECKMI aHanM3 KPOBW BbINOMHANCS M3 LIESbHON
KpoBW Ha aHanuzaTope Sysmex 1000i. [na BbINOAHEHUS
nccneaoBaHui remoctasa MCNonb30BaNuChb LLEHTPUDYrn-
poBaHHasa npu 2000 G nna3ma n aHanuzaTtop STA Compact
Max. lNpumeHsnacb paclwupeHHas naHenb MnokasaTtenen:
aKTMBMPOBaHHOE Y4acTU4yHOE TpPomMOOMIacTMHOBOE BpeMs
(AYTB), pnbpuHOreH, NPoTpomMBuH No KBUKY, TPOMBUMHOBOE
Bpems, AT lll, npoteuH C, npotenH S, nnadMmuHoreH. OueHKa
pe3ynbTatoB McciaefoBaHUM NpoBOAMNAchb C y4eTOM BO3-
pacTHbIX HOPM AeTCKoM nonynsauuu [48].

WHCTpyMeHTalbHble MeToAbl. [IpoBeAeHne aNeKTpoKap-
avorpadun, Y3 opraHoB 6pOLWHON NOMOCTK, NMOYEK, LWKUTO-
BUAHOM Xenesbl COrnacHo NPoTOKoNaM.

JTnyeckan aKcnepTusa

Tema Hay4yHO-UccnegoBaTesbCKOW paboTbl ofgobpe-
Ha JIoKanbHbIM 3TMYECKUM KOMMUTETOM (MpoTokon N2 148
oT 15.01.2021) B paMKax YTBEPHKAEHWS MnaHa HayYHbIX
pa6or LUKB PAH. BKkntoyeHue B uccnegoBaHWe MNPOBOAM-

N1 NPU NOJlyYEHMU NOANMCAHHOrO A0BGPOBONILHOIO MHGMOP-
MWPOBAHHOrO corfiacua Ha obcnegoBaHWe OT poauTens
WM 3aKOHHOro NpeacTaBuTens pebeHKa NM60 oT pebeHkKa,
pocTturiwero sospacta 15 ner.

CTaTUCTUYECKUIA aHaNU3

CTaTMCTUYECKMI aHann3 Bbl BbIMNOJHEH C MCMOb30Ba-
HMem moaynen matplotlib, scipy, pandas 1 numpy B Python
Bepcun 3.9. [laHHble NpeacTaBieHbl B BUAe TabNnMYHbIX AaH-
HblX. CpaBHEHME HE3aBMCHUMBbIX FPYNN MPOBOAWIM MPU NOMO-
M Kputepmsa MaHHa — YUTHM (B cnyvae cpaBHeHUs 2 BbI6O-
poK) M KpuTepuss Kpackena — Yonnuca (> 3 BbI6GOPOK).
[ns cpaBHeHUS KaTeropuasnbHbIX MPU3HAKOB B Tabauuax
2 X 2 ©cnonb30Banu Kputepui xmu-keagpat MupcoHa 1 To4-
HbI KpuTepuin Puwepa. FDR-nonpasBka (false discovery
rate) Ha MHOXECTBEHHble CpaBHeHWs 6blna paccyuTaHa
4N KOPPEKTUPOBKM MHOMXECTBEHHOW MPOBEPKKU TMMOTE3,
M Ha pesynbtathl FDR cnegyeT OopuMeHTUpPOBaTbCS, BbIsIB-
N5 3Ha4YMMble pas3nunyus Npu cpaBHeHun Gonee 2 rpynn.
MpoBepKa runotes 6bi1a ABYCTOPOHHEN, 3Ha4YeHus p < 0,05
CYMTANUCh CTAaTUCTUHECKM 3HAYUMbBIMU.

PE3YJIbTATbI

Y4yacTHUKK uccnefoBaHus

B wuccnepoBaHue 6biiM BKAYEHbl 33 nauueHTa:
18 pneBouyek, 15 manbunkoB. MearMaHa Bo3pacTa cocTaBuna
9,9 roaa [6,1; 14,1]. PacnpeaenexHve naumMeHToB No rpyn-
nam uccnegoBaHus npeacTtaBneHo B 1abn. 1. B cooTtBeT-
CTBMM C OCHOBHbIM 3TMOMATOreHeTU4eCKUM daKkTopoM (Mo
[JaHHbIM aHaMHe3a, BCe AeTU NepeHecny HOBYIO KOPOHaBMU-
PYCHYIO MHODEKUMIO B CEMEWHBIX KnacTtepax) Ans pelleHus
NoCTaBfIEHHbIX 3ajay B WCCNefOBaHWe BKAYUAM JeTen
C NnopakeHnem LeHTpanbHOW HepPBHOW cucTeMbl (5 nauu-
€HTOB: 1 pebeHOK C BPOXKAEHHON MbllIEYHOM AUCTPODUEN,
obycnoBneHHon myTauuen B reHe COL6AL, Koaupylowem
KonnareH VI Tuna; 2 netei ¢ yMepeHHon yMCTBEHHOW OTCTa-
NOCTbIO; 2 nauueHTa ¢ napunanbHbiM 4eDULUTOM KOTHU-
TUBHbIX YHKUMK); 3aboneBaHUIMU cepaevyHo-COCYyaUCTON
cucTembl (8 4enoBek € runepTpodMyecKon KapLuoMMO-
naTtuewn); HacnegCcTBEHHbIMU MOHOreHHbIMW CUHAPOMaMMU
(5 yenoBek: 2 pebeHKa ¢ mykononucaxapugosom (MIC) Il,
1 pebeHoK ¢ cuHapomMoMm PeTTa, 2 pebeHKa C rMa30KoX-
HbIM anbObuHU3MoM | TUNa); ¢ reHeTu4yecKn 0ByC/IOBJIEHHDI-
MU HapyweHUMK (AUCNNasusiMn) COEAMHUTENbHON TKaHMW,
OAHWM M3 BapMaHTOB KOTOPbIX ABASETCA reMopparnyeckas
M, nposiBasilowasics Tpomb6oreMoppartiecKumM CUHAPO-
MOM (15 nauneHToB) (cm. puc. 1). AnarHo3 MIMC geTtsam 6bin

Ta6nuuya 1. PacnpegeneHune nauneHToB No rpynnam HabaloaeHus ¢ y4eToM rnona u Bo3pacrta

Table 1. Patients’ distribution on study groups by gender and age

o Bce petwm, rma, KM, HMC, HC, p* q**
n = 33 (%) n =15 (%) n = 8 (%) n =5 (%) n =5 (%)
Mon 0,957 0,957
HEHCKUM 18 (55) 8(53) 5(62) 2 (40) 3(60)
MYMCKOM 15 (45) 7 (47) 3(38) 3(60) 2(40)
Bo3pact 0,776 0,957
Me (1QR) (6,1?’34,1) (7,;;11'2,2) (6,0?'192,5) (4,1?f3,0) (5,0?’192,5)
Min-Max 2,4;18,0 3,0; 18,0 3,7;17,9 3,8;14,3 2,4;15,8

MpumevaHue. <*> — ToYHbIN TecT duwwepa, KpuTepuin Kpackena — Yonnuca. <**> — FDR-nonpaBKa Ha MHOXECTBEHHblE CpaBHEHWS.
'M[, — rematome3eHxumanbHas gucnnasus; KMIM — kapanomunonatusa; HMC — HacneacTBEHHbIM MOHOMeHHbI cuHapoM; HC — HepBHas

cuctema. Me — meamana; IQR — MeXKBapTWU/ibHbIA UHTEPBAI.

Note. <*> — Fisher exact test, Kruskal — Wallis test. <**> — FDR-family-wise. HMD (TM[) — hemato-mesenchymal dysplasia; CMP (KMIT)
— cardiomyopathy; IMS (HMC) — inherited monogenic syndrome; NS (HC) — nervous system. Me — median; IQR — interquartile range.



YyCTaHOBJIEH Ha OCHOBaHMU KOMIMIEKCHOro obcnefoBaHus,
BKJIlOHatouwero onpegeneHne rnMKo3aMnMHOrMMKaHa B mo4e,
onpegeneHne akTMBHOCTU JIMB0COMHbIX GPEPMEHTOB B KPO-
BWU, N AA@HHbIX MONEKYNAPHO-TreHETUYECKOIro nccnegoBaHuna.
[OwnarHosbl cuHgpoma PeTTa v rnas3oKoXHoro anbbuHuama
OblNIN NOATBEPHKAEHbI MONEKYNIAPHO-TEHETUYECKUMU UCCTe-
AOBaHUAMMN.

Pe3ynbTaTtbl UarHOCTUYECKUX TECTOB

[Mpn aHanuse nokasatenen nepudpepuyeckon Kposu
Obl/I0 OTMEYEHO CHUMKEHWE YPOBHSA remMornobunHa Huxe BO3-
pacTHOM HOPMbI y 8 NauneHToB (6 AEBOYEK M 2 Malbyu-
Ka), 4To cocTtaBuno 33 n 13% cooTBeTCcTBEHHO (p = 0,242)
OT 06LlWero 4yucna nauueHTos, NP 3TOM B MONOBUHE CAy-
yaeB aHeMusl Habnwdanack y nauneHtoB B rpynne ¢ FM/A.
MeganaHa remorno6u1Hay nauneHToB B UCCNef0BaHUN coCTa-
Buna 127 (121; 141) r/n, nHtepBan Konebancsa ot 114 ao
155 r/n. OueHka o6MeHa enesa NpoBoAnSiach COracHoO
KIMHUYECKMM pekoMeHaauusm HaumoHanbHoro obuiectsa
[ETCKMX remMaTonoroB 1 oHKoNoroB [49].

ABTOpamu 6blin NpoaHanM3npoBaHbl NoOKalaTenn Koa-
rynorpaMmmbl (puc. 2). lMNpu uccnegoBaHMn naas3mMeHHOro
remMoctasa CTaTUCTMYECKM 3HaYUMbIX Pa3NUYUin Mexay
HO30/10MM4ECKMMM TpynnamMu nauMeHToB He BbISIBNEHO.

B nokasaTensax Koarynorpammbl He3HavuTeNbHble
OTKJIOHEHUS B BuAe yanHeHus AYTB > 40 ¢ 6biin BbisiBNe-
Hbl y 2 NauMeHToB ¢ cuHapoMom M/ (Manb4ymK 1 AeBOYKA).
CHUKeHue ypoBHA npoTpombuHa no KBuKy mMeHee 70%
BbISIB/IEHO MOYTH Yy YETBEPTU NaLMeHTOB (n = 8) — 6 AeBo-
Yyek, 2 ManbyuKa, Npu 3ToM 7 Aeten 6bian U3 rpynnbl nauu-
eHToB ¢ 'M/]. OcTanbHble NOKa3aTeNn HaXo4UAUCh B Npeae-
nax pebepeHCHbIX MHTEPBaNoB.

B pa6oTe 6bin M3yyeHbl NoJIMMOpPOU3Mbl B reHax Koa-
rynsiumu. Pesynbratbl UCCNeA0BaHUSA KIMHUYECKM 3HAYUMbIX
M3 HUX NpeAcTaBfieHbl B Tabn. 2.

Kak BnaHo n3 tabnuubl, nonMmMopdur3mbl B reHax nnas-
MEHHOro 3BEeHa remMocTas3a 4alle BbISBASIWUCL Yy AeTen
c 'MA.

Bbino yctaHoOBAEHO, 4TO B rpynne HabnioaeHs umeeTcs
psa nonnmopdM3mMOoB B reHax Koarynsuuu: 6onee 4yem y Tpe-
TV geTen — B reHax GUGpPUHOreHa, y O4HOM NATON — B reHax

VIl pakTopa. B reHe MHrmbuTopa akTMBaTopa njiasmMmMHoreHa
nonnMopdur3mMbl BCTpeYannch Yalle BCEro, B CyMMe B rete-
pPO- U TOMO3WUIOTHOM COCTOSIHMSIX COCTaBMB 60Jiee MoNoBU-
Hbl C/y4yaeB, NMPW 3TOM Yy YacTM MaLMeHTOB Habnoaanochb
coyeTaHue ux ¢ nonmmopduamamun B reHe GubpuHOreHa.
MyTauua JleigeHa B reTepo3nroTHOM COCTOSIHUKW BCTPETU-
nacb y 3 nauneHToB, U3 HUX — y 2 AeBOYEK C CMHAPOMOM
M. Y 3TuXx nauMeHToB UMEeEeTCs OTATOLWEHHbIN CEMENHbIN
aHaMHe3 Mo Hanuyuto MyTauuu JlenaeHa y poacTBEHHUKOB
nepsouv nMHUKU. Y 1 manbyunKka ¢ cuHapomom M/ BbisiBNieHa
reTepo3unroTa B reHe NpoTpomo6uHa.

3TK HabnoaeHua coBnajaloT C AaHHbIMW NUTEpaTypbl
O BbICOKOW 4YacTOTe pacnpocTpaHeHWs AaHHbIX NMOJAUMOp-
dunamoB B nonynsumm [50-54]. B He3Ha4YMTENbHOM KONn4e-
CTBE BCTpeYanucb NoMMopduU3mbl BbICOKOTO pUCKa pas-
BUTKUS TPOMBO30B M TPOMBO3IMOBONNIN. MccneqoBaHue aaet
BO3MOXHOCTb YCTA@HOBWUTb PWCKKU CepPeYHO-COCYAUCTbIX
natonorun.

Mpn aHanuM3e 3aBUCMMOCTHU TUMNa NoAMMopdM3mMa reHoB
KoarynsiuMmM OT HO30/10rMYecKon rpynnbl 3aboneBaHus
KaKunx-nnbo 3aKOHOMEPHOCTEW Ha [JaHHOM 3Tane paboThl
He BbISIBJIEHO.

Mpn nccnegoBaHMM @aKTUBHOCTM OCHOBHOTO daKkTopa
CUCTEMbl €CTECTBEHHbIX aHTMKOArynsHTOB YCTaHOBMEHA
MeaunaHa 3HadeHun AT IIl — 110 (101; 115) %. Mpu atom
WHTEepBas 3HA4YeHUN aKTUBHOCTU AaHHOro daKTopa cocTa-
Bun 70-132%. He3HaynTenbHOE CHUXKEHWE aKTUBHOCTU
AT Il BbiIsiBNEeHO y 6% (n = 2) neBOYEK C KapanomuonaTu-
AMW, NPUYEM Yy OIHOMN AEBOYKM — B COYETaAHWMWU C Hefo-
CTaTO4YHOCTbIO NpoTeMHa S. HegocTaToO4YHOCTb NpoTenHa S,
aBnawolleroca Kodbaktopom npotenHa C, BoigBNeHa y TpeTH
nauMeHToB, Yy [eBOYeK — yvalle. [AnanasoH 3Ha4YeHWUn
aKTMBHOCTM MNpOTEMHa S y 3TUX NaLUMEeHTOB COCTaBMWA
oT 59 go 70%. N3 HUX 6Goslee NONOBUHbLI AeTen Habnwaa-
nucb B rpynne ¢ M. HegoctatovyHocTb npoTenHa C BbiAB-
NeHa y 2 nauMeHToB (ManbyMK U eBOYKA) C CUHAPOMOM
FMU. TMpu 3TOM Y HUX TaKKe OTMevaslacb HeJOCTaTOYHOCTb
npoteuHa S.

MpK MHCTPYyMEHTaNbHOM WUCCliefoBaHUM OblN BbiiBNE-
Hbl UBMEHEHUS CO CTOPOHbI CEPAEYHO-COCYANCTON CUCTEMBI
y 15,1% (n = 5) nauneHToB, B TOM 4ucne runeptpodus

A4YTB | 35,00

FMJ  ®u6puHoren 112,36
MpotpomGuk o Kenky I 73,00
AYTB |33,90

KMIN  ®u6puHoren ] 2,56
MpoTPOMGHH M0 KBMKY I 81,50
AYTB [ 13340

HMC  ®u6puHoren []3,03
MpoTPOMGMH N0 KBUKY I 78,00
A4YTB | 36,40

HC ®u6puHoren []2,19
MpoTpom6uH no Keuky I 88,00
0 20 40 60 80 100
MepaunaHa nokasatens

Puc. 2. MeaunaHbl nokasaTtenen KoarynorpaMmmel

Mpumeyarme. M — rematoMmedeHxumanbHasa gucnnasus; KMIM — kapamomunonatms; HMC — HacneacTBEHHbIM MOHOMEHHbIV CUHAPOM;
HC — HepBHasa cuctema; AMTB — aKTMBMpOBaHHOE YacTM4yHOe TPOMBOMNIacTUHOBOE BPEMS.

Fig. 2. Median coagulogram values

Note. HMD (F'MJ) — hemato-mesenchymal dysplasia; CMP (KMI1) — cardiomyopathy; IMS (HMC) — inherited monogenic syndrome; NS

(HC) — nervous system; PPT (A4YTB) — partial thromboplastin time.
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Ta6auuya 2. Hanvyine nonMMopdM3MOB B reHax Koarynsuuu
Table 2. Polymorphisms in coagulation genes

Monumopdusm Manbuuku, aée./ | [leBo4ku, aée./ MEEERTE G G G T
len BapuaHTt rpynna rpynna nonumopdusmom,
% OT o6Lero Yucna ageten

l'eH F2 dakTopa cBepTbiBaHuUs Il
(IPOTPOMBHHa) 20210 G>A GA (reTtepo3suroTa) 1/rM[ (0] 3,3
l'eH F5 ¢paKkTopa cBepTbiBaHUs V
(MyTaums Nleiaera) R534Q G>A GA (reTtepo3suroTa) 1/rM[ 2/TMA 9
leH F7 daKkTopa cBepTbiBaHua VI 3/TM[
R353Q G>A GA (reteposuroTa) 1/KMM 3/FM[, 21,2

3/KMnN 3/KMN
[eH dnbpuHoreHa FGB 455 G>A GA (reTeposuroTa) 4/TMIL 4/TMIL 42,42
[eH nHrnbuTopa akTMBaTOpa
nnasmuHoreHa SERPINE1/PAI-1 5c4a 4/rM[4 5/TMA 36,36
675, 5G>4G (reTeposurora) 3/KMN
[eH MHrMbuTopa akTMBaTopa 4/TM[,
nnasmuHoreHa SERPINE1/PAI-1 (F0M40(1534M(F;0Ta) 1/HMC %Ilfl\’\//:g 39,4
675, 5G>4G 1/KMN

lMpumeyarnne. TM[ — remaTomeseHxnmanbHasa gucnnasus; KMIMN — kapanomuonatuns; HMC — HacneACcTBEHHbIM MOHOTEHHbIM CUHAPOM.

Note. HMD (TM/J1) — hemato-mesenchymal dysplasia; CMP (KMI1) — cardiomyopathy; IMS (HMC) — inherited monogenic syndrome.

JIEBOrO XenyaoyKa, CHUXKEHWEe HacoCHOW QyHKUMKU cepaua
B rpynne nauMeHToB ¢ KapagnomuonaTusamu.

Mpn nMHCTpyMeHTanbHOM Y3W 6piolwHOM NONOCTH Bblin
BbISIBIEHbI CNEAYOLWME OTKIIOHEHWS: YBESIMYEHWE PAa3MeEPOB
neyeHn — B 12,1% cny4yaes (n = 4); runepnnas3ns Mme3eHTe-
panbHbIX TMMdoy310B — B 9% (n = 3), UBMEHEHME COCYAU-
CTOro pUCyHKa nevyenm — B 6% (n = 2). Mpun aTOM coyeTaHue
M3MEHEHMM (renaTtomeranua u nnmdageHonatms) oTMEYEHO
y 2 (6%) nauneHToB.

Mo gaHHbIM Y3 M0O4YeBbIBOAALLEN CUCTEMbI BbISBIEHO
yABOEHWE NIOXaHKK Y 6% (n = 2) feTen, yaBoeHWe Nnovyexk —
y 3% (n = 1), Npn 3TOM YABOEHME NTOXaHKN U NoYeK — B 6%
(n = 2) cnyyaes.

YBennyeHne obbemMa LWKUTOBUAHOM ene3bl BbIIBAEHO
y 6% (n = 2) NauMeHTOoB, U3 HUX B OAHOM cnyvyae — ¢ Audaoys-
HbIMW UBMEHEHUSAMU B LIUTOBUAHOM Kenese. PacluMpeHHble
GONNUKYNbI, KUCTbl, aCUMMETPUs Jonen BbisiBeHbl Y 9%
(n = 3) nayMeHToB.

MpeaBapuTeNnbHbIA aHanu3 [AaHHbIX CBUAETENbCTBYET
0 Heo6X04MMOCTHU MCMONb30BaHUS MOJSIEKYISIPHO-TEHETUYE-
CKMX METOAOB W pacCLIMPEHHON MaHeNn KoarynorMyeckux
TECTOB y AeTeN ¢ pa3nn4yHbiMn 3aboneBaHnsaMu. B HacTosee
BPEMS aBTOPbI NPOJOMIKAIOT UCCeAoBaHMe ANa NPOBEAEHMS
yrny6aeHHOro CTaTUCTUYECKONO aHanM3a M OLLEHKM BO3MOXK-
HOCTM pa3paboTKK anroputMa o6¢cnefoBaHns AeTen.

OBCYXAEHHUE

Pe3lome OCHOBHOro pesyabTaTta uccjiejoBaHus

[aHHoe uccnegoBaHWe KacaeTcs M3y4eHUs COCTOSIHMSA
GaKTOpPOB NPOTMBOCBEPTHLIBAIOLLEN CUCTEMbI M pacnpocTpa-
HEHHOCTM Haubonee KAMHUYECKM 3HAYMMbIX NOAUMOPHU3-
MOB B FeHax CUCTEMblI KOoarynasuuu, 4To MO3BOASET Bbisl-
BUTb MPEeauKTOpbl peann3aunn TPOMOOTUYECKUX COObLITUN
npu He6naronpuaTHbIX YCNOBUAX (XMPypruyeckue onepa-
UMW, BHYTPUBEHHbIE KaTeTepbl, TPaBMbl, MHPEKLMOHHbIE
3aboneBaHus) y geter B uccneayemblx rpynnax.

YcTaHoBNEeHa 4acTas BbIABASEMOCTb MOAMMOPOU3-
MOB B TreHe WHrMbutTopa akTMBaTopa MNjaasmMMHOreHa
SERPINE1/PAI-1 675, 5G>4G B romMO3MroTHOM COCTOSI-
HUM — y 39,4% naumeHToB; y 36,4% nauneHToB B retepo-

3UrOTHOM COCTOSIHUM Hapsay C BbISBAEHHbIMU NOAMMOPOU3-
Mamu B reHe pubpuHoreHa FGB 455 G>A B reTepo3uroTHOM
COCTOSHUN — B 42,4% cny4aeB, Npy 3TOM Y YacTu NauMeH-
TOB Hab6nganocb coyeTaHne NoAMMopdM3mMoB B 3TUX ABYX
reHax. eduunt dusnonornyeckmnx ¢GakTopoB MNPOTUMBO-
CBepTbIBAOLLEN CUCTEMbI Gbl/1 BbIIBAEH Y TPETU NALMEHTOB,
npu aToM npeobnajan CHUXEHHbIM YPOBEHb MpoTenHa S,
M B MOJIOBUHE CNy4yaeB MNpW 3TOM TaKKe OblM BbiB/E-
Hbl MONMMOPPU3MbI B FEeHEe aKTuBaTopa MNas3MMHOreHa.
CouetaHne gedwuumta AT Il 1 nonumopdmama B AaHHOM
reHe BbIIBNEHO Y 2 NaLMEHTOB, MMEIOLWMX TaKKe MPU3HAKM
Kapanomuonatumn npu Y3W. Hanuumne myTtauun JlengeHa
BbISIBJIEHO Y 3 NauUMneHTOB, npuyemM y 1 n3 H1UXx Habnoganocb
CHUXeHWe ypoBHA npoterHa C M ero Kodaktopa npoTteu-
Ha S.

daKTopOM, OrpaHUYMBalOWMM MHTEPNPETALUIO pPe3yib-
TaTOB MCCNEefOoBaHUs, ABNSETCH OTHOCUTEbHO HE6ObLION
pa3mep BbIGOPKKU. YBENMYEHNE BbIGOPKM MOXKET NMOBAUATb
Ha KOHeYHble pe3ynbTaTtbl. B JaHHbIM MOMEHT nccnegoBaHue
npoaosKaeTcs.

06cyxaeHne OCHOBHOro pe3ynbTaTa UcciefoBaHUs

PaHHAa guarHocTuka aeduumta ¢GaKTOpoB CUCTe-
Mbl PU3NONOrMYECKUX aAHTUKOArynsaHTOB, B TOM 4ucle
y MauMeHToB, NoJlyYalolmx pas3nnyHyto dapmaKkoTepanuio
OCHOBHOro 3a60/ieBaHUs, MO3BOUT OLWYTUMO MOBbLICKUTb
Ka4yecTBO OKa3blIBAeMOW MEAWLMHCKOM MOMOLLM nauu-
eHTamM C Pas/MYHbIMKU TEeHEeTUYEeCKUMKU 3aboneBaHUAMU.
MpenBapuTenbHble pes3ynbTaTbl UCCNea0oBaHUsA CBUAETENb-
CTBYIOT O YacTOW BbISBASEMOCTU NOAMMOPHU3MOB B FreHax
Koarynsauumun y geten ¢ pasnnMyHon naTtosiornen, oCO6eHHO
y AeTen c remopparmdyeckumu M/, nposBnstowmnmMucs
Tpomboremopparm4eckum CuHAPOMOM. PedynbraTbl Npo-
JlofKatollerocs uccnegoBaHua no3BOAAT OnNpeaenuTb
4acToTy BbIIBAEHMSA MNOAMMOPPU3MOB B [JETCKOM Monynsi-
uMn. B page cnyyvaeB BbISIBJEHO CHUXEHWE @KTMBHOCTM
daKTopoB NpoTMBOCBEpPThIBatoLEen cuctemsl (AT I, npoTe-
nHa C n npoTenHa S), 4TO NOATBEPIKAAET BbIOPAHHYIO KOH-
uenunio paboTbl U HEOBXOOMMOCTb Aa/ibHEWLWIEro uccne-
[OBaHWS, a TaKXe MOUCKa M Hay4yHOro noATBEpXKAEHUS



NPeanKTOPOB MPOrHo3a Yy AeTer B BblGpaHHbIX LeNeBblX
rpynnax.

M3y4yeHne reHHblX NoAMMopduM3MOB — OCHOBa Mnpe-
OVKTUBHOM MeauumHbl. NonyyeHHble B paboTe pesynbraThl
noaTBEPAWAN POb JAHHOIO UCCNeA0BaHUs B MyAbTUANCLIN-
NAMHapHOM KOMMAeKce o6cnefoBaHMs U NO3BONSIOT NEPCo-
HanM3npoBaTb CTpaTernio BeaeHus naumMeHToB. 1o HacTos-
Lero BpeMeHU KaK cneuuannctaMmn npakTMHeCKoro 3BeHa,
TaK 1M UccnefoBaTtensaMun He yaensanochb AONKHOM0 BHUMaHMUSA
npo6neme TPOMOGOreHHOro pUcKa, B T.4. y A€TeM C Pa3nyHbI-
MU XPOHWYECKMMMU 3a60NEBAHUAMM, NEPEHECLLNX TAXKENbIE
GOopMbl MHPEKLMK.

3AK/TIOYEHUE

B naHHoW paboTe aBTOpbI NPeACTaBUAN NepPBble Pe3y/b-
TaTbl KOMM/JIEKCHOro noaxoAa K AMarHOCTUKe AeTen ¢ pas-
JIN4YHOM NaTonorMen, BKJIOYAIOWENO KAMHUYECKUMI OCMOTP
Bpayen pasnuyHbIX cneuuanbHOCTEN, a TaKXKe AMarHoCTu-
yeckune Y3 n nabopartopHble MeToAbl. Ha HavyanbHOM 3Tane
paboThbl, KOTOpas MPOAOJIKAETCA MO HacTosliee Bpems,
He 6bl/IM BbISIBNIEHbI KAKME-TMB0 CTAaTUCTUYECKU 3HAYUMblE
B3aMMOCBSA3M, YTO, BO3MOXHO, CBA3aHO C Masion BblI6Op-
Kon naumeHToB. OHAKO NPoBOAMMAN OLeHKa NoyYeHHbIX
pe3ynbLTaToB NO3BOMUAA BbiABUTb APYrMe, BeCbMa BaKHble
ONS NauMeHToB, pe3ynbTaThl.

Kak BbiiBieHO Ha nepBoM 3Tane paboTbl, Hanu4yue
nonnMMopdM3MOB B reHax KoarynsiLuMOHHOro 3BeHa remo-
cTa3a [I0BOJIbHO LWMPOKO PacnpocTpaHeHo cpeau AEeTCKoMn
nonynaunn B Poccuinckon Pepgepaunn. Jeduumt dpaktopos
NPOTMBOCBEPTHLIBAOWEN CUCTEMbI HabnoaaeTca y TpeTu
nauuMeHToB B o6cneayembix rpynnax. [NpyM aToM y HEKoTo-
pbIX NALUMEHTOB UMEIOTCS KaK covyeTaHue nonammMopbruamMoB
B reHax KoarynsiLMu, Tak 1 CHUXKEeHWe aKTUBHOCTU GpaKTopoB
EAK Hapsaay c BbIIBNE€HHbIMW HapyWEHUIMU NPU UHCTPY-
MeHTanbHOM 06cNefoBaHnn. B aanbHenwemM BbiIBIEHHbIE
OTKJIOHEHUS B COBOKYMHOCTWM MOXHO OyAeT pacLeHuBaTb
KaK NpeanKTopbl Pa3BUTUS COObITUIA TPOMOGOreHHOr0 pUcKa
y AETEN C pa3/IMYHON HacNeACTBEHHOM NaTo/IOrMen.

B HacTosillee BpemMsa uccnenoBaHue npoaosKaeTcs.
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MN3BECTHO, 4TO pas/inyHble paKTopbl 0b6pa3a KM3HU YEJI0BEKaA M OKPYKalolen cpeabl BAUSIIOT Ha COH. 3a nocreaHee
JEeCSTUNETNE BbIPOCAO YMC/IO B3POC/bIX OAEN M AETeil, CTPadalolmX XPOHUYECKMM HapylieHnem cHa. [loka3aHo,
4YTO HE/JOCTaTOK CHa M HapylleHne LIMPKaAHbIX PUTMOB CBSI3aHbl C HE6G1aronpUsITHbIMMU METaboIM4eCKMMU MOCAEACTBUSIMU
ANs 340p0Bbs. 3ayvyacTylo [AaHHble HapyleHuss COYeTalTcs C 3ab0/eBaHUAMU KENYy[AOYHO-KULIEYHOro TpakKTa,
COMpoBOXKAAOWMUMUCH AMCOMO30M. B nocaeaHue rofbl 6b1710 NPOBEAEHO 3HaYUTE/IbHOE YUCII0 NCCIeA0BaHMI Ha XKUBOTHbIX
MoZesisiX, MOKa3blBalolMX B3aUMOCBS3b MEXAY MUKPOOBMOTON KULIEYHUKa M QyHKUMSIMKU Mo3ra. Ha ocHoBe ux y4yeHble
HarnsAHo € MOHCTPMPOBAJIN POJIb KULLIEYHON MUKPOBUOThI B PErYIMPOBaHUKU paboTkl FOJIOBHOIO0 MO3ra, CHa M NoBeAEeHMS.
Yucno mnecnegoBaHui, nNpoBEAEHHbIX C BOBJIEYEHUEM [O0OPOBOJIbLIEB, B HAacCToslee BPeMs OrpaHmM4eHHo. baKktepum,
COCTaB/IALME MUKPOOBMOTY KULLIEYHUKA, OKa3bIBalOT 3HAYMTEIbHOE HErNocpeaCTBEHHOE BAUSIHUE Ha COCTOSIHME 3/]0P0BbS
4yeJsloBEeKa, CUMHTEe3Upys U CEKPEeTupys OGMOJIOrMYECKM aKTUBHbIE€ BELIECTBA, TaKMe KaK BUTaMWHbI, He3aMeHWMble
aMUHOKUCIOTbI, AnNuAbl U Apyrue. TakKe OHM CrnocobHbI OKa3biBaTb OMOCPEAOBAHHOE BJIMSIHUE MyTEM MOAYIALMN
mMeTabo/IMYECKUX MPOLIECCOB U UMMYHHOM CUCTEMbI. U3MEHEHUS B MUKPOBHOM pasHo0bpa3umn KuLLIEYHUKa NPOUCXOAST
rnpu HeoCTaTKe CHa M CMeLLEeHUN LMpKaaHbIX PUTMOB, YTO CIOCOBHO MPMUBECTU K M3MEHEHMSIM B CTPYKTYPE U QYHKLMSX
MUWKPOOPraHU3MOB, KUBYILLMX B KULLIEYHMKE. ITO, B CBOIO 04EpPEe/lb, MOXKET MPUBECTH K UBMEHEHMIO B COCTaBE M KOJIMYECTBE
CUHTE3UPYEMbIX AaHHbIMU MWUKPOOPraHnamMamMu MeTabosIMTOB (TaKUX KaK KOPOTKOLIEMOYEYHbIE MMPHbIE KWUCAOTbI
U BTOPUYHbIE KE/YHbIE KMUCJIOTbI), YTO CMOCOGCTBYET Pa3BUTUIO XPOHMYECKOIro BOCMaleHUsl, YBEJIMYEHUIO Macchl Tesna
W 3HAOKPUHHBIM M3MEHEeHMAM. B aaHHOM cTaTbe npejctaBsieH 0630p MTepPaTypbl, MOCBSLEHHbIA BONpPocamM B3anMOBJIN-
SIHUS MUKPOBMOTbI KMLLIEYHMKA M NPOLIEeCCOB, MPOUCXOASILLMX BO BPEMS CHa.
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Intestinal Microbiota and Sleep Inversion

Various human lifestyle and environmental factors are known to influence sleep. The number of adults and children suffering from
chronic sleep disorders has grown over the past decade. Lack of sleep and impaired circadian rhythms have been proven to be
associated with adverse metabolic health effects. Often, such disorders are associated with gastrointestinal tract diseases, and
accompanied by dysbiosis. Significant number of studies have been conducted on animal models in recent years. They have shown
the correlation between the gut microbiota and brain functions. According to these results scientists have clearly demonstrated
the role of gut microbiota in regulating brain function, sleep, and behavior. The number of studies with volunteers is currently lim-
ited. The bacteria forming gut microbiota have significant impact on human health by synthesizing and secreting biologically active
substances such as vitamins, essential amino acids, lipids, and others. Moreover, they have an indirect effect by modulating meta-
bolic processes and the immune system. Changes in gut microbiota diversity occur due to the lack of sleep and shifting circadian
rhythms, and it can lead to changes in the structure and function of microorganisms living in the gut. This can lead to changes in the
composition and number of metabolites synthesized by these microorganisms (such as short-chain fatty acids and secondary bile
acids) which contributes to the development of chronic inflammation, increased body weight and endocrine changes. This article
provides the literature review on issues of interaction between gut microbiota and processes occurring during sleep.
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Macca MUKPOOGUOTbI KULIEYHWKA COCTaBNSET OKOJIO
1,5 Kr, a yucno 6aKTepumn, He cyuTas BUPYCOB U rpnboB,
COMOCTaBMMO C KOJIMYECTBOM KJIETOK OpraHuM3ma 4yesnoBe-
Ka [1]. Mpu aToM B MUKpoBUOTE coaepxutcsa 6onbe AHK
¢ 6ONbLIMM KOJIMYECTBOM FEHOB, YeM B KJETKax YenoBeKa.
CoBpeMeHHble MeToAbl cekBeHupoBaHusa AHK 1 6nonHdop-
MaTM4YECKOro aHann3a no3BoJIMAN ONPeaennTb apxXMTEKTYPY
N GYHKUMM MUKPOOBUOTBI, BKOYatoWwen 6aKkTepun, BUPYChI,
rpubbl 1 apxeun [2, 3]. B HacToslwee BpeMs U3BECTHbl 25
TUNOB GaKTepuit, NpU 3TOM Haubonee nNpeacTaBieHbl TUMbI
Firmicutes, Bacteroidetes, Actinobacteria, Cyanobacteria,
Fusobacteria, Proteobacteria wn Verrucomicrobia. Tunbl
Bacteroidetes n Firmicutes coctaBnsioT okono 80% Bcen
MUKPOGUOThLI KWLEeYHMKA. Tun Firmicutes BKAO4YaeT psaj
ponoB: Clostridium, Lactobacillus, Bacillus, Clostridium,
Enterococcus n Ruminococcus. Tun Bacteroidetes npe-
UMYLLECTBEHHO COCTOUT U3 Bacteroides v Prevotella. B Tune
Actinobacteria npeo6nagatoT Bifidobacterium [4].

Pan ponoB KnaccudbuULMpyOTCS KaK Nosie3Hble CUMBUOH-
Tbl UM KaK MOTeHLUMalbHble natoreHbl. MI3MeHeHHoe CooT-
HoOllEeHWE CMMOBWOHTOB M NaToreHoB 06YC/I0BNMBAET BbICO-
KU pUck 6onesHen. Hanpumep, 6udnao- n naktobakTepun
006bl4YHO paccMaTpPMBAtOTCS KaK NonesHble 6akTepum 1 4acTo
ABNSAOTCSH OCHOBOM NPOBGUOTUYECKUX NpenapaTtoB. Ltammbl
poaa Clostridium wnu TaKCOHbI, 06pa3ylolne NUNonosu-
caxapuabl, TakMe Kak Enterobacteriaceae, accouunpoBa-
Hbl C pagom 6one3Hen [5]. XOTA 3TO HECKO/NIbKO CMOPHO,
n3mMeHeHue cooTHoweHus Firmicutes/Bacteroidetes, noka-
3blBalolllee B3aMMOCBSA3b MEXAY ABYMS AOMWHMPYIOLLMMHU
TMNamu, GbIN0 CBA3AHO C Pas3/iMYHbIMM NaTonornsamun [6].
B HacTosdllee BpemMa HaunMHaeT npeBanuTepoBaTbh KOHLEMN-
LMsl, 4TO M3y4YeHne GYHKLMOHANbHOrO COCTOSIHUS MMKPO-
61O0Tbl MMeeT 6o/bliee 3Ha4YeHue, 4YeM onucaHue ooLen
APXUTEKTYPbI.

B Knwe4yHrKe YyenoBeka o6HapyxeHo 6onee 1500 BnaoB
GaKTepuit, OQHAKO MO-MPEXHEMY OTCYTCTBYET KOHCEHCYC
OTHOCWUTENIbHO CTPYKTYPbl €ro HOopMasibHOM MUKPOBWUOTHI,
NMOCKOJIbKY OHa 06n1ajaeT 3HaYUTENbHbIMW MHANBUAYASbHbI-
MUK pasnuunamu. 370 3aTpyaHsaeT GOpPMYIMPOBKY HETKOro
onpegeneHuns gucéuosa [7].

[okazaHo, 4To 60Mbll0e MUKPOOHOE pa3Hoobpasne —
OAHa M3 cocTaBnawlWMUX 3a0poBbsA. Mocne 3 net coctaB
KULWEYHOW MUKPOGMOTbI OTHOCUTENIbHO CTabWNeH, a OCHOB-
HbIMW GaKToOpaMu, BAUSIOLLMMU Ha ee CTPYKTYPY U GYHKLUIO,
ABNAOTCS AMeTa, GU3NYECKME YNpaXKHEHWS, cTpecc, 6ones-
HW 1 nekapcTea [8]. Tak, cpeaM3eMHOMOpPCKas aneTa, 6ora-
Tas GpyKTamu, OBOLLAMU, Opexamun, GepMeHTUPOBAHHbIMM
npoflyKTamu u pbi6oi, o6ecrnedynBaeT onTUMasibHble Koinye-
CTBEHHO-Ka4YeCTBEHHbIE XapaKTEPUCTUKM MUKPOOUOTHI [9].
Jo 80% nekapcCTB BAMSAIOT Ha MUKPOOMOTY KULLIEYHUKA,
W MHOTME U3 HUX OKa3blBaloT HeratuBHoe Bo3aenctame [10].
Hanpumep, nocne aHTMGaKTepuanbHOM Tepanuu MWUKPO-
6uoTa BO3BpallaeTcs B [0aHTMOUOTUYECKOE COCTOAHME
B TeyeHue 12 Hepa.

C BO3pacToM pa3Hoobpasne KUILIEYHOW MUKPOOBMOThI
yMeHblaeTcs [11]. 340poBble NOXUIbIE NOAMN, KaK NpaBuio,
COXPaHST MUKPOOGHOE pasHoob6pasue, B OTIUYME OT Tex,
KTO CTpajaeT XPOHMYEeCKUMM 3aboneBaHUAMMU, a CABUIU
B COCTaBe MWKPOOGWOTbI, B CBOK OYepedb, MOTYT fiexaTb
B OCHOBE MHOrMx 3abofieBaHni 3TOM BO3PACTHOM rpynnbl,
B TOM YMcNe CBA3aHHbIX C FO/IOBHbIM MO3rOM.

Yem xe 3710 o6ycnoBneHo? Heob6Xx0aMMO OTMETUTD,
4YTO BCE BaXKHble HEWPOTPAHCMMUTTEPbI MOTYT MPOAYLIMU-

poBaTbCA KUWEYHOU MUKpOodNopon. [MpUMEHUTENBHO
K 006Wen3BeCcTHbIM MNpo6MOTUKaAM Obl1I0  MOKa3aHo,
yTto y-aMmuHoMacnsaHas kucnota (FAMK — GABA), ocHos-

HOW WHIMOUPYIOWMA HENPOTPAHCMUTTEP LLEHTPalsibHOM

HEPBHOW CUCTEMbI MJIEKOMUTAIOLLMX, MPOAYLMPYETCS WTaM-
Mamu Lactobacilli v Bifidobacteria: Lactobacillus brevis,
Bifidobacterium dentium, Bifidobacterium adolescentis
n Bifidobacterium infantis. To ecTb psa MPOOUOTUHECKMX
6aKTepuit MoryT o6nagaTb TepaneBTUYECKMM NOTEHLMANOM
B MOAYNSLMKN 3Kcnpeccumn LieHTpanbHbix TAMK-peuenTtopos,
onocpeays Aenpeccuto n TPEBOXHOE NOBeAEHNE, YTO GblI0
noKkasaHo Ha npumepe Lactobacillus rhamnosus [4, 12].
Momnmo NFAMK, MMKpo6uoTa y4acTByeT B CUHTE3e U MeTabo-
NM3Me HopaapeHanuHa, fodpamMuHa, CEPOTOHMHA U TMCTaMK-
Ha, 6e/IKOB — peryaaTopoB annetuTa (Hanpumep, rpenvHa
n nentuHa). Mpu atom FAMK BbipabaTbiBaeTca BCeMU BUaa-
Mu naktobauunn [13]. MomuMo nakTo- n 6udngobaktepun,
cuHTesnpoBatb TAMK MoryT u gpyrue npobuoTuiecKkune 6ak-
TEPUK, HaNPUMeEP MOJIOYHbIE MPOMUOHOBOKKCIIbIE GaKTEPUM
(MKB) Propionibacterium freudenreichii.

Takum o06pas3om, onpeaefieHHble MUKPOOPraHWM3Mbl
MMEIT BO3MOXHOCTb OKa3blBaTb BMSAHWE (MOMOKUTENb-
HOE WKW OTpuULATENIbHOE) HA MOS3T Yesl0oBEKA MOCPEACTBOM
CEKpeLMn PasinyHbIX HEMPOAKTUBHbLIX MOJIEKY U FOPMO-
HOMOAO6HbIX BelecTB. C Apyron CTOPOHbI, 6aKTePUU UMEIOT
peuenTopbl 3TUX TOPMOHOB M MOTYT CBSI3bIBATbCA C MO3-
rom, o6ycnoBnuBas ABYCTOPOHHIOIO CBA3b. KaKk npumep:
naktobauunnbl u 6udugobakTepum cuHtesupytot FAMK,
KoTopas yMeHbllaeT 6eCnoKOMNCTBO M CTPecc, B TO BPeEMS
KaK Escherichia, Bacillus w Saccharomyces cuHTe3upytoT
HopagpeHanuH [1, 7]. C y4yeTom TOro, 4to MonoyHole NMKB
aKTUBHO CTUMYNMUPYIOT pPoCcT 6udnaobakTepu, UCNoNb30-
BaHWe KB sBnsieTca o4eHb MpuMBMiEKaTENbHbIM METOA0M
C TOYKM 3PEHUS MOBbLILIEHUS KULLIEYHO-MUKPOBHOro Npoay-
umpoBaHua FTAMK. Tem He MeHee, ANng TOro 4To6bl ahdeK-
TUBHO MCMOMb30BaTb MOAYNSALMIO KUILIEYHON MWKPOGMOTHI
C Lenbio yBennyeHus npogykumm FAMK, cneayet yuntbiBaTb,
4YTO MOryT 6bITb Kak 6aKTepun — npoayueHTbl FTAMK, Tak
n 6aktepun — notpebutenn NMAMK (unn BoobLle MHIMOU-
Topbl cuHTe3a NAMK nn6o camux FAMK-npoayumpyowmx
GaKTepun).

Peanusauua ¢usnonornyeckoro (Man natodusnonoru-
4YeCKOoro) npoLiecca B3aMMOAENCTBMS B paMKax OCU «<MUKPO-
610Ta — KMWLIEYHUK — MO3M OCYLIECTBASIETCA Yepes3 aHTe-
panbHyl0 HEPBHYKD CUCTEMY U ApPYrMe KOMMYHWKALMOHHbIE
CETM TONIOBHOrO MO3ra, Takue KaK 6nyxaatoluin HepB.
B cnyyae cepoToHMHa 6bI10 MOKal3aHo, 4YTo 6uduaobak-
TEpUU MOBbIWAKT ypoBeEHb TpunTodaHa B nnasme [14].
MocnegHuin aBNSeTcs CTPOUTENbHLIM G/IOKOM CEPOTOHMHA,
a YyenoBeYeCcKuU Mo3r o6nagaeT orpaHuYeHHbIMU BO3MOXK-
HOCTIMW ANA1 €ro xpaHeHus. BrnonHe BeposTHO, YTO aueTa
N CUHTE3 BUPUA0BAKTEPUIN UIPAIOT BaXKHYIO POJib B Moaaep-
aHWM HOPManbHOM LIEHTPaNIbHOW CEPOTOHUHEPrUYECKOWM
dyHKUMKN. Ecnn 6bl aveta 6bila €AUHCTBEHHBIM MCTOYHM-
KOM TpuntodaHa, BNONHE BEPOSITHO, YTO HECKONbKO AHEN
ronoflaHnsl oKasanu 6bl CUIbHOE BIMSIHUE Ha HACTPOEHMeE.
B Taknx 06¢cTOATENBCTBAX MUKPOGHOE NPOU3BOACTBO SBSA-
€TCS BaXKHOM anbTepHATUBOW MULLEBOMY TPUNTOdAHY.

MyT CBA3U MEXAY KWLIEYHbIMU MUKPOGaMKU M MO3roMm
NMOJIHOCTbIO HE BbIICHEHbI, HO Ha CErOAHSIIHUA [EeHb YXKe
M3BECTHO, YTO OHM BKJIOYAOT HEPBHbIE, 3H[OKPUHHbIE,
UMMYHHbIE U MeTabonnyeckue nytu [15]. Mpu atom GnyxKaato-
UM HepB SBASETCH OCHOBHbLIM MyTEM [ABYHanpaB/ieHHOM
nepenayin MHbOpMaLMU MeEXAY KUIIEYHUKOM WM MO3rOM,
o6GecneynBas aKCOHasbHbIN TOK Pa3/IMYHbIX HEWpPOTPaHC-
MWUTTEPOB W HenpomeanatopoB [16]. BbakTepuanbHble
M KUWEeYHble MeTaboNUTbl (KOPOTKOLIEMOYEYHbIE XUPHbIE
Kkucnotbl (KUMK), TpuntodaH, nentmH v rpenvH) nonagatot
B MO3r 4yepe3 KPOoBOTOK. [Joka3daHo, 4To ogHa 13 KUK —
CO/b MaCNSHOM KUCNOTbI ByTUPaT — ABNSETCS UHTMOBUTOPOM
TMCTOHOBLIX [lealeTnnas U TeM caMbiM AENCTBYET KaK anu-
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reHeTuyeckut perynatop [17]. OHa TaKxe ob6nagaeTt cno-
COBGHOCTbIO BNMATb Ha peLenTopbl, CBA3aHHbIe ¢ G-6eNKOoM,
a MMEHHO Ha peLuenTopbl CBOGOAHBLIX XMPHbIX KMcaoT [18,
19]. LIUTOKMHbI — MMMYHOPEryNaTOpPHblE MOJEKY/bI, Bblpa-
6aTbiBaeMble B KMWEYHUKE, TaKKe MOryT BAUATb Ha PYHK-
LMo Mo3ra, 0cob6eHHO B Tex ero obnacTsix, rae oTcyTCcTByeT
remaToaHuedanmyeckuin 6apbep, — TakUX KaKk runortana-
myc.

3a nocnegHee fecaTuneTMe HECKObKO rpynn ucche-
LOBann MMKPOOMOTY KMULIEYHMKA MpPU PasfinyHbIX HEBPO-
NOrMMYECKMX paccTponcTBax, paccmaTpuBas TaKkue
COCTOSIHMUS, KaK HapyLleHWs B OCU «MO3I — KMULIEYHUK —
MUKpo6uoTa» [20-23]. [loka3aHo, 4To t060e 3HaYUTENbHOE
HapyweHne  KOMMO3ULMM  KUWEYHOW  MUKPOOBMOTHI
MOXET MOBAUATb Ha OYHKLMIO MO3ra v MpUBECTU K psay
NMCUXOHEBPOJIOMMYECKUX PACCTPONCTB [24].

B3aumocBfi3b HapyLleHU CHa

U KULLEYHON MUKPOOGHUOTbI

CoH ABNSIeTCS HEOTHEMIEMOWM 4acCTbio KM3HU KarKAo-
ro yenoseka. CornacHo pekomeHgauun HauwnoHanbHOro
obuiectBa MO COMHONOTMKU U MeAWLMHE CHa, B3POC/biM
noaam Tpebyetcs oT 7 4o 9 4 cHa B HOYHOE BpeMs CyTOoK [4].
XpoHuyecKasn aenpmBaLms cHa HebnaronpuaTHa 4ns 340PO-
BbSl M BfieYeT 3a CO60M NOBbILLEHHbIE PUCKM BOSHUKHOBEHMS
cepaeyvHo-coCyaAnCTbIX 3ab60NeBaHUM, OXKUPEHUS, CaxapHOro
AnabeTa 2-ro TMna, HEKOTOPbIX PaKoBbIX 3a60neBaHui 1 Np.
TaKe ANuTeNbHOE HapylweHWe CHa WMMEET U KymynsaTuB-
Hble HEWPOKOrHUTUBHbIE 3bdEKTbI: HapyLeHWe BHUMaHMA
N CHUXEeHWe BpeMeHu O6bIcTpon peakuuu [4]. beccoHHMua
ABNSAETCS NPEAMKTOPOM BO3HMKHOBEHMWS Aenpeccuu, Tpe-
BOrM, 3n10ynotpebneHns ankoronem. MokasaHo, YTO YMEHb-
WeHWe KonuMyecTBa PEKOMEHAYEMOro BPEMEHM HOYHOro
CHa M YacTble HOYHble MPOOBYKAEHUS B Nepnoge HOBOPOXK-
[LEHHOCTU B AanbHeEWWeM NPUBOAAT K YBEIMYEHUIO PUCKA
BO3HWKHOBEHWSA OXXUPEHUSA U BPOHXMaNnbHOM acTmbl [11, 171].
CornacHo gaHHbIM LLeHTpOB N0 KOHTPOO M NpodunakTuke
3aboneBaHuit (Centers for Disease Control and Prevention),
6onee 1/3(37,1%) B3pocnbix B CoeanHeHHbIx LUTatax
cnaT mMeHee 7 4 Houbto [4, 23]. daHHble no Poccuickomn
defepaumm B nMTEpaType OTCYTCTBYIOT.

Bblgensaior gBa KOMMNOHeHTa GU3MONONMYECKOro cHa:
dasbl 6bicTporo (REM) n meaneHHoro cHa (NREM), pgons
KOTOPbIX cocTaBnseT npumepHo 20-25 n 75-80% ot obue-
ro BpemeHu cHa [12]. lMoanepxaHve uUMKNa cHa/6oap-
CTBOBaHMSA OCYyLECTBASETCAS NOCPEeACTBOM 3HAOKPUHHOM
perynauuMu, MenaToHMHa, MaKCMMalbHas CeKpeuus KOTo-
pPOro MpPMXoAMTCS Ha HOYHOE BpPeMs CyTOK, o6ycnoBnvBas
npouecchl 3acbiMaHus U noaaeprkaHus cHa [18]. OagHako
MeNaToOHWH PeryanpyeT TakKe U PUTMbl NOTPEBNEHUS MULLM,
oTBeYasi COBMECTHO C APYrMMW Herponentuagamu (Nentu-
aom YY, rpeiMHOM v NenTMHOM) 3a BO3HUMKHOBEHUWE YyBCTB
ronoaa v HacbllweHus [15, 25].

B nocnegHee pgecatunetve aKTMBHO M3yyaeTcs CBA3b
HapyweHUs cHa W 3aboneBaHUM KenygoYHO-KULLEYHOro
TpakTa (KKT), BBMAY TOro 4YTO HapylleHWe MUKPOOWOTbI
KULIEYHMKa CBSI3aHO C pa3BMTUEM KONOPEKTalbHOro paka,
WMPOKOrO CMeKTpa HEPBHO-MCUXMYECKMX pPacCTPONCTB
(oenpeccus, 6onesHun Anburermepa v NMapKUHCOHa, ayTU3m,
pacCesHHbI CKAepo3), 4TO MO3BOSISET MNPEANONOKMUTb,
4YTO KMLEeYHass MMKPOGKOTa BAKSIET Ha pasfinyHble GYHKLMUK
W pa3BUTHE FOJIOBHOIrO Mo3ra [26, 27]. MuKkpobuoTa urpaet
BayXHYIO pPO/b B NaTtoreHe3e TakMxX XPOHUYECKNX 3aboneBa-
HWUW, KaK OXUpeHune, mMeTabo/IMYeCcKUin CUHAPOM, cepaey-
HO-cocyaucTble 60ne3HM M BocnanuTenbHble 3a6oneBaHums
KuweyHnKa [28, 29]. OT cocTaBa KMULWEYHOW MUKPOOKOTHI
3aBUCUT NOAAEPKAHNE UMMYHUTETA U rOMeocTasa, MUKPO-

61OTa KaXK4oro YyesfloBeKa MMeEeT CBOM YHUKaNbHbIN cocTaB
MU AMHAMUYECKM MEHSETCA Ha NPOTSXKEHUU BCEN XMU3HU [8,
20, 29, 30].

Hanb6onee 4yBCTBUTENbHA K BO3LEWCTBUIO Hebnaro-
NPUATHBIX (GaKTOPOB HeoHaTaflbHas KulevyHas MWKPO-
6voTa B nepuoabl HOBOPOXAEHHOCTM M MNajeH4YecTBa.
JNlobble MaHMNynAauuK, xapakTep POAOB, CTeNeHb 3peno-
CTW, MeAWKaMeHTO3Has Tepanus, B TOM 4YUC/e M aHTU-
GaKTepuanbHasa Tepanus, npu BO3AENCTBMU Ha MPOLECChI
KoHTamuHauun KT HOBOpOXAEHHOro pebeHKka NpuMBOAAT
K UIHBEPCUMN KONMYECTBEHHO-Ka4YeCTBEHHbIX XapaKTEPUCTUK
MUKPOOUOTbI, YMEHbLLUEHUIO ee pa3HO0bpa3suns, HecMoTps
Ha KOHCEepBaTUBHbIA, OrPaHUYEHHbIN COCTaB MUKpoGUMoma
pebeHKa paHHero Bo3pacta. TeM He MeHee, 3TO genaet
pebeHKka 6onee NoABEPKEHHbIM MHOEKLMOHHBIM MU HEWH-
deKUMOHHbIM 3a60eBaHUsAM — KaK B paHHeM Bo3pacTe,
Tak u B 6yayuiem [31, 32].

MuKpOoGHasa KONOHU3aLMA KMLWEYHMKA HaYMHAETCS BHY-
TPUYTPOGHO M NPOAOKAEeTCS NPMGAN3NTENbHO Ao 3 net [1,
4, 9]. YcTaHOBNEHO, MEAMLIMHCKME BMELLAaTENbCTBA B aHTe-,
nepu- 1 NOCTHaTalbHbIM NEPUOAbl NMPUBOAAT K CHUMKEHMIO
obunua 6udnaobakTepUn U npeactaBuTeNen cemencTaa
Bacteroidaceae v yBenMYEHUIO YMCNa MMKPOOPraHW3MOB
poaa Clostridium v aHTepoGakTepui [3, 16]. B npoBeaeH-
HOM WccneaoBaHWM OTMEYEHO, YTO paHHee BO3AENCTBUE
aHTMOUOTMKOB UMENo ANuTenbHble nocneacTeus ana ¢op-
MUPOBaHUS UMMYHUTETA M MpoLeccoB obMeHa BELLECTB.
Mpn 3aTOM 4Yem paHblie Ha3Hayanucb aHTUOMOTUKK, TeM
3Ha4yuTenbHee Oblin BbiparkeHbl MeTabonnmyeckue nameHe-
Hua [5].

B Hopme B KuWe4YyHOM MHUKpobuoTe npeobnagatot
rpaMnonoXKuTenoHble Firmicutes wn rpamoTpuuaTenbHble
Bacteroidetes [29]. NoKka3aHo, 4TO AMc6GanaHc B COOTHOLIE-
HWK Firmicutes/Bacteroidetes TeCHO CBfi3aH C pa3BUTUEM
psiaa natonorui [24]. Tpynnow yyeHblx noa PyKOBOACTBOM
I. Moreno-Indias (2015) 6bI10 NpoBeAEHO CPaBHUTENb-
HOe ucchegoBaHWe, onucbiBalouwee M3MeHeHus deKanb-
HOM MWKPOOWOTbI Yy 3KCMEPUMEHTaNbHbIX MoAenen ABYyX
rpynn [25]. MepBas rpynna nogsepranacb UHTEPMUTTUPYIO-
Wen rMnoKcuMK, Moaenupytowen CUHAPOM OBCTPYKTUBHOMO
anHoa CcHa, M Haxogunacb Ha 0OblMHOM AueTe, a BTopas
nofaBepranacb UHTEPMUTTUPYIOLLEN TUMOKCUMM, HO Haxoau-
Nnacb Ha AMeTe C BbICOKMM COAEepKaHWeM Xupa. Y mogenen
nepBow rpynnbl OTMEeYanocb yBeMyeHne B COOTHOLEHMU
Firmicutes/Bacteroidetes, KoTopoe, B CBOIO o4yepefb, Obls10
CB$I3aHO C yBeNMYEHUEM OTHOCUTENbHON YUCNEHHOCTH BaK-
TEPUI, NPOAYLIUPYIOLMX NaKTaT, U CHUKEHWMEM OTHOCHUTESb-
HOWM YMCNeHHOCTH 6akTepui, npoayuupyolwmx KLUXK [7, 24,
27-29]. Kpome ToOro, BcneacTBune AnuTeNnbHOM dparMmeHTa-
LMK CHa 3MEHAETCS NULLEBOE NOBEAEHME, YTO CNOCOBCTBY-
€T Pa3BUTUIO OXKMPEHUS U MeTAaBONUYECKUX HapYLUEHWUN.
MN3meHeHne MUKPOOGWMOTbI KULIEYHUKA MPUBOAWUT K YBEU-
YEHUIO MPOHMLL@EMOCTM KULLIEYHMKA, a TaKKe K pasBUTUIO
CUCTEMHOrO BOCMaNeHns U BOCMANEHUS XMPOBOW TKaHM,
4yTO conpoBoOXpaeTca GopMUpPOBaAHMEM PESUCTEHTHOCTHU
K MHCYNKHY [26, 29].

R.P. Smith 1 coaBT. nokazanu, 410 cbanaHcu-
poBaHHas BbiCOKAs YUCAEHHOCTb 6GaKTepun poaos
Bacteroidetes/Firmicutes NONOXWTENbHO KoppenupoBana
¢ 9pDEKTUBHOCTBIO CHa, B TO BPEMS KaK YMCNEHHOCTb HaK-
TEPUN TONbKO popa Bacteroidetes nmena oTpuuaTeNbHYO
Koppenauuio ¢ dparmMeHTaunen cHa [29-33]. B HacTos-
wee Bpems nosiBnseTcs Bce 60/blue AOoKa3aTenbCTB TOro,
4YTO COCTaBASAOWME ITU CEMENCTBA MUKPOOPraHn3mbl CMo-
COGHbI MOAynMpoBaTb LMPKaAHbIM PUTM WM noTpebieHune
nUWK, KOTOpble, B CBOI OYepenb, OKa3blBalOT BAUSHUE
Ha KayecTBO HOYHOro cHa [25, 27, 29, 34, 35]. C. Benedict



M COaBT. TaKXe 0OGHapyX WK, Y4TO YacTuyHasa AenpuBauus
CHa M3MEHSIET COOTHOLWIEHUE MEXAY 3TUMMU ABYMS pojamu
[1, 36]. OgHako S.L. Zhang 1 coaBT. He CMOIMN HaWTK HUKa-
KWX UBMEHEHWI B COOTHOLLEHUN GaKTEPHU 3TUX ABYX POLOB
nocne agenpusaunu cHa [37].

B 2019 r. rpynnoi uccnepaoBartenen 6bi10 NokasaHo,
YTO MHTEPMUTTUPYIOLLAa TUMNOKCUA M dparMeHTauns cHa
MOTyT Bbl3blBaTb HapyweHWe MUKPOOMOTbl KULIEYHUKa
y YenoBeKa: NPOAEeMOHCTPUPOBAHbI UBMEHEHUS B KuLEY-
HOM MMKPOBUOTE B BUAE CHUXKEHUSA YPOBHSA BaKTEPUM, NPo-
ayumnpyowmx KUK, 1 noBbilWeHWs ypoBHA NaTOreHHbiX
MWUKPOOPraHM3mMoB. ITO NPUBOAMIO0 K UBMEHEHUSAM KULLEY-
HOro anuTennanbHOro 6Gapbepa, MNOBbLIWEHUIO KULWeY-
HOM MNPOHMLLAEMOCTM, SIOKaNbHOMY M CUCTEMHOMY BOC-
naneHuto pasiMyHOM WMHTEHCUBHOCTM, MeTaboNnYECKUM
3ab6oneBaHunam [7, 21]. NMommMmo 3TOro, mMccnepoBartenu
oTMeYyatoT napaniefnbHoe BAUSHUE MUKPOOUOTbI KULLIEYHM-
Ka — He TO/IbKO Ha MuuieBapuTeNbHY0, MeTabonnyecKyio
M UMMYHHYIO QYHKLMM OpraHuMama, HO W Ha perynsuuio
CHa M NCcUXMyecKoe CoCTosHWe YyenoBeKka [21]. 310 gocTu-
raetca nytem TeCHOro B3auMMOLEMCTBMA COCTaBASAOWMX
OCU «MUKPOOMOTE — KMULWIEYHUK — MO3M C IMOLMAMM,
OU3NONOTMYECKMM CTPECCOM W LMPKaAHbIMW pUTMaMMU.
A Ha peXuMM cHa BAMAIOT Takue daKTopbl, KaK U3MeHe-
HWE KULWEYHOM NPOHULAEMOCTH, paboTa UMMYHHOM cUcCTe-
Mbl, BOBHUKHOBEHME BOCMANEHUS, aKKyMYNSaLUUS IHEPTUm
n 6aKTepuanbHoe pasdHoobpasue [13, 21, 26]. R.M. Voigt
W COaBT. 0GHAPYKMU, HTO MyTaL MM FEHOB, OTBETCTBEHHbIX
3a UMpKagHble pUTMbl, Bbi3blBalOT AUCOMO3 KULLEYHMKA,
4TO ycyrybnsietcs HapylleHnemM nuieBoro noBeaeHus [35].
CmelleHne LUMpKaHbIX PUTMOB, AeNpuBaLIMs CHa U CMEH-
HbIM rpaduK paboTbl MOTYT U3MEHATb IKCMPECCHUIO FEHOB
UMPKaAHbIX PUTMOB W CTPYKTYPY MWMKPOGHOro coobluie-
CTBa KuweyHuka [19]. X. Liang u coaBT. 0GHapyXuu,
YTO ABa OCHOBHbIX KOMMOHEHTa KULIEYHON MUKPOOMOTHI,
Bacteroidetes/Firmicutes, nposBAsaAn B Te4yeHWe CyTOK
LMKINYECKNE UBMEHEHUS, KOTOpble Obln CBSA3aHbl C 6M0-
NIOFMYECKMMM YacaMu M NOAOM XO035MHa [22]. HapylweHune
CHa TaKXXe MPUBOANUT K U3MEHEeHNI0 PpeKanbHbIX YPOBHEN
6aKkTepuanbHO MOAUMDULMPOBAHHbLIX METABOINTOB, BKIO-
yas }eNyHble KUCNoThl [2].

lNMoKazaHo, 4To pa3Hoo6pa3me 1 KOIMYECTBO MUKPOOpPra-
HU3MOB, COCTaBASAOWNX MUKPOOUOTY KMLLEYHUKA, B OCOGEH-
HOCTM TaKUX TUMOB, KaK Bacteroidetes v Clostridia, UMKNNY-
HO KONEeGAIOTCH B 3aBMCMMOCTH OT CTENEHN OCBELLEHHOCTH.
B aKkcnepuMMeHTe y4yeHble ndyvyannm MUKPOOUOTY KULWEYHNKA
y MOJenen, 4acTb KOTOPbIX NoABepranachb peryisapHon cme-
HEe UMKna «4eHb/HO4Yb» («CBET/TEMHOTa»), a Apyras 4acTtb
NOCTOSIHHO Haxoaunacb B TEMHOTe. JKCnepuMeHTaNbHble
MoAenun, npebbiBaBlIME B TEMHOTE, TEPSIM PUTMUYECKYIO
nepucTanbTUKy KULWWEYHMKA, U Yy HUX Habnoganocb obunme
Clostridia. B To BpemMsi Kak B NepBOW rpynne U3mMeHeHun
He o6HapyeHo [36]. Take Obl10 NMOKa3aHo, YTO Aenpu-
BaLMs CHa U CBA3AHHOE C 3TUM CHUXEHWE YPOBHS mena-
TOHMHA NPUBOAAT K AUCOYHKLUMKU KMeyHoro 6apbepa [10].
Y Takux 3IKcnepuMmeHTanbHbIX Moaenen Habnwoganocb
3HayuTeNbHOE TMOBbIWEHWE YPOBHA HOpajpeHansnHa
M CHUXEHWe MenaToHMHa B nnas3me KpoBu. B cooTseT-
CTBMM CO CHUXEHWEM YPOBHSI MenaToHWHa Habnganocb
CHWXEHWEe aHTUOKCMAAHTHOM CMNOCOBGHOCTU, CHUXKEHUEe
NPOTMBOBOCNANUTENbHbIX LMTOKMHOB W MNOBblWEHKE
npoBOCNanuUTeNbHbIX LMWTOKMHOB, 4YTO B JajbHenwem
NPUBOAMIO K NOBPEXKAEHUIO CM3UCTON 060N0YKM TONCTOM
KULWKMN.

BbicoKONpon3BoaUTENbHOE  MUPOCEKBEHUPOBAHUE
16S pPHK nokasano, 4yto cTeneHn a- u B-pa3Hoobpasus
MUKPOOBUOTbI TONCTOM KUWKK OblIN HUXKE Y 3IKCMEPUMEH-

TanbHbIX MOAENEN, INWEHHbIX CHa, OCOOEHHO KONM4YeCTBO
Akkermansia v Bacteroides spp. B T0 e BpeMs KOnM4ecTBo
natoreHHblx 6akTepun poga Aeromonas 6b1710 3aMETHO yBe-
nnMyeHo. BeegeHWe fononHUTENbHOM Ao6aBKM MenaToHMHA
B fo3ax 20 1 40 Mr/Kr B CyTKM cnoco6cTBOBaso o6paTHoOMY
POCTY CUMOBMOHTHbIX LUTAMMOB MWKPOOPIraHU3MOB, CHUXKE-
HMIO YMCNa NaToOreHHbIXx 6aKTEPUI, KynMpoBaHUio Aucbunosa
KUWeYHWKa, penapauun NoBPEXAEHHOW CAM3NCTOM 060-
JIOYKM TOSICTON KMLIKK. YYeHble NPULLAK K BbIBOAY, YTO AUC-
dYHKUMSA KuweyHoro 6apbepa MOXeT OblTb pe3ynbratom
CHUXEHWUS YPOBHSA MeNaToOHUHA, @ He MHBEPCHUM HOYHOMO CHa
KaK TakoBoro [10].

OenpuBauus cHa u MUKpoPHK

[ToOMMMO OCOBEHHOCTEN MUKPOOUOTLI U €e MPOAYKTOB
MeTabonuMama, B MexaHuamax AenpuBauumm CHa MOryT
NPUHUMATL y4yacTue u apyrue dbaKTopbl ANUreHeTUudecKomn
perynsiunn aKkcnpeccun reHoB. B yacTtHocTH, MUKpOPHK
4yenoBeYyecKoro, 6aKTepuanbHoro " nuL,eBoro
npovcxoxaerus [38, 39].

MoKasaHo, YTo AenpuBaLMs CHa 3HAYUTENbHO U3MEHS-
et npodunn metunuposaHusa JHK 1, cOOTBETCTBEHHO, CHH-
Te3 PHK, B ToMm yncne mnkpoPHK [40]. C apyrov CTOPOHHI,
MWKPOPHK yyacTByloT B perynaumm LUMPKaAHbIX PUTMOB,
KOTOpble pPEeryaumpyoT LUWKAbl CHa M 604pCTBOBaHUSA
[38]. HapyweHune 6uoreHesa mMukpoPHK moxeT npuse-
CTU K MU3MEHEHMIO LUMPKaAHbIX PUTMOB M MNOTEHUMaNb-
HO MOBAWATb HA KOMHWTUBHbIE CMNOCOGHOCTU. Y nauu-
€HTOB C fJenpeccuMen u no3gHen 6GeCCOHHULEWN Obinu
o6HapyXeHbl reHeTu4yeckne BapuaHTbl MUKPOPHK miR-
182, KoTOopble BbI3bIBAOT MHIMOGUPOBAHME IKCMPEeCccuu
6enKkoB UMpKaaHbix YacoB CLOCK u DSIP [41]. Kpome
TOro, HapyleHue akcnpeccun miR-182, Hapsay ¢ miR-132
n miR-124, HabntogaeTcs npu genpusaumn dasbl napa-
LOKCaNbHOr0 CHa M NPUBOAMT K HapyWeHUIo rMnnokamn-
3aBUCUMON foNroBpeMeHHoON NnamaTh [42]. B To e Bpems
3aMeTHO nameHseTcsa cuHTe3 dakTopa pocta BDNF (Hen-
poTpoduryeckuin GakTop, BapmMaHT TpaHCcKpunTa 6), KOTo-
pbi y4acTByeT B KOHCOAMAALMM NaMsaATM BO BPEMS CHa
[42]. Kpome TOro, miR-132 saBnaeTcs K/4YEBbIM MyTEM
4NS CBS3M LMPKAAHOIO pUTMa U PUTMA KOTHUTUBHbBIX
cnocob6HocTen [43]. [lenpuBauua CHa TaKXe HapyluaeTt
coagepxaHve MUKpPoPHK let-7b, miR-125a 1 miR-138
[38]. CunTaeTcs, 4TO MHAYKUMS SMNUrEeHETUYECKUX Mpo-
LLeCCOB, BbI3BaHHbIX AenpuBaLMen CHa, OCylWweCcTBNsAeTCS
CUrHaNbHbIMW KacKagaMu, PeryampylownmmMm cuHantuye-
CKYylo nnactuyHocTb [44]. HapylweHue cHa 4acTo BCTpe-
yaeTcs MpU TPEBOXHbIX PacCTPOMCTBAX, CBSA3a@HHbIX CO
cTpaxoM. Takue mukpoPHK, kak miR-132 n miR-144-3p,
UrpalT BaXXHYl0 POAb KaK B reHepauum cTpaxa, Tak
M B NojaBJ/ieHWU BOCMOMUHAHUK O HeM [45]. B To xe
BpeMsl HapylueHue 3aKcnpeccun miR-132 Habnogaertcs
npu genpuBaLmy CHa U COMPOBOXKAAETCH KOTHUTUBHbLIMU
ancoyHkumamu [39, 42].

Taknum obpasom, psig uccrnegoBaTtenen He 6e3 OCHO-
BaHWMM MonaratoT, YTO MOBbIWEHWE PUCKA BOCNaIUTENb-
HbIX, METAbOIMYECKMUX M HEBPONIOrMYECKUX 3aboneBaHui
CBSI3aHO C MHBEPCHEN WMAW XPOHWYECKMM LedUUMTOM CHa
[14]. OenpuBauusa HOYHOro CHa crnoco6CTByeT 3amejsie-
HWIO aKTuBauMKM NPOTMBOBOCNANUTENLHOIO OTBeTa [33,
34, 46]. CywecTByeT ABYCTOPOHHAS TeCcHaa CBA3b MeXay
HOpPManbHbIM CHOM, BblPpabGOTKOM MenaToHWHa W pPasHo-
o6pa3nemM MHUKPOOMOTbI KULIEYHWKa M ee mMeTabonuToB,
BKMto4Yas MUMKpoPHK. BnausiHne genpuBaumm cHa Ha ¢op-
MUpOBaHWe 1 B nocnegyolem GyHKLMOHMPOBaAHUE MUKPO-
OMOTbl KULWWEYHWKA HEOCMOPUMO, TaK KE KaK W BlUsAHWE
cocTaBa KMWEYHONM MWMKPODOpbl HaA Ka4yeCTBO HOYHOrO
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ONPEAENIEHUE

Mykononucaxapuao3s | Tuna (MIMC 1) — HacneacTeeH-
Hasg JIM30COMHas 60/e3Hb HaKOMNJeHUs, 06yClOB/ieHHas
aeduumtom depmeHta anbda-L-naypoHmaasbl U npote-
Kalowas ¢ pas/iM4yHbIMU KJIMHUHECKUMU NPOABIEHUAMMU:
3aflepXKOM pocTa, YMCTBEHHOW OTCTaNIOCTbIO, NMOPaXKEHU-
€M HEpBHOW CUCTEeMbl, CEPAEYHO-TEr0YHBbIMU HapyLIEeHNS-
MU, renatocrnieHomeranmen, MHOXKECTBEHHbIMU AU30CTO-
3amu, MOMyTHEHMEM POroBuLbl. Bece BbllenepeyncieHHole
NPU3HaKU NPUBOAAT K UHBANMAM3ALUU, @ NPU TAKENOM
Te4yeHun 60/1e3Hn — K JieTallbHOMY ucxoay [1, 2].

3TUOJIOrUA U NATOFEHE3

MpuynHon MIC | asngetca MyTauus B reHe, Koau-
pylowemM NM30COMHbIN depmMeHT anbda-L-naypoHunaasy.
Tvn HacnegoBaHUSA: ayTOCOMHO-peLeccuBHbIn. TeH IDUA,
Koaupylowuin anbda-L-naypoHmnaasy, N1oKanM3oBaH B Xpo-
MOCOMHOM 06n1actv 4p16.3.

M3-3a CHUMKEHUS aKTUBHOCTU depMeHTa NPOMCXOAMT
HaKoM/ieHne pasnuyHblX TUMOB [MMKO3aMWUHOMIMKAHOB
(FAT) n pasBuBaeTcsa comaTnyeckas MmaHndecTauus B Buae
nuuesoro aucMmopduama, renatocnsieHoMeranumu, nopae-
HUS cepiua, AblXxaTeNlbHOW CUCTEMbl, U3MEHEHUN CKene-
Ta, HEBPONIOrMYECKON CUMNTOMATUKKM, FeMaToiorMyecKux
M odpTanbMONIOTUHECKUX WM3MeHeHun. BapuabenbHOCTb
MMC onpeaenseTrca TMNOM HaKaniMBaemoro cy6cTparta
npu HegoctaTovyHoW aerpagaumu FAl: npu MIC | npoucxo-
OWT HakonieHue renapaHcynbdata UM gepmataHcynbdarta.
Oeduunt anbda-L-maypoHmnaasbl MOXKET MPUBECTU K pa3BU-
TUIO pa3nnyHblix GeHOTUNOB 60n1e3HKU, 06ycnoBanBas OTIu-
4uS B TAKECTU CUMNTOMATUKKU. BbIAENSAIOT TPU KIMHUYECKUX
dpeHoTtuna [3-5]:

e cuHapom lypnep (MMNC | H — Tsxkenaa dopma);

° cuHapom Llene (MMNC | S — nerkas ¢popma);

e cuHapom lNypnep — Lene (MMNC | H/S — npomexxyTo4yHas
dopwma).



SANMUAEMHUONIOrUA

MIC | — 370 naHaTHM4YeCcKoe 3abosieBaHue, ero Yactota
coctaBnget 1 : 100 000 HoBOpOXKAEHHbIX. [PUOAN3UTENBHO
50-80% nauMeHToB MMeIOT TsKenylo Gopmy 3aboneBaHuUs.
MMC | H/S (cnHapom lypnep — LLlerne) BcTpedaeTcs ¢ nonyns-
LMOHHOM YacTtoTorn 1 : 100 000 — 1 : 500 000 HOBOpPOXKAEH-
HbIX; MMNC | S (cuHapom Lene) — 1 : 500 000 HOBOPOXKAEHHbIX
[6, 7]. OgHaKO HYXKHO Y4UTbIBATb, HYTO CYLLECTBYET OnpeaeneH-
Has NOrpPeLIHOCTb B OLEHKE PacnpoCTPaHEHHOCTU Pa3/IMYHbIX
deHoTUNoB 3aboneBaHus, HTO MOXET OblTb CBSI3aHO C 6onee
4YacTbIM BbIIBIEHUEM UMEHHO TsxKenbix dopm MIIC I.

KNACCUDUKALUA

B cootBetcTBMM C AePUUMTOM/OTCYTCTBMEM NU30-
COMHbIX PEPMEHTOB, COOTBETCTBYIOLWIMM TEHHbIM Aedek-
Tam WU TSHXKECTU KIUHUYECKOM CUMMNTOMATUKK, BblAENSIOT
11 tvnos MIC (ta6n. 1).

K/NIMHUYECKASA KAPTUHA

B HacTosuiee Bpemsa MIC | paccmaTtprBaeTcs Kak 3a60-
NleBaHNE C KOHTMHYYMOM KJIMHMYECKMX (GEHOTWUMOB, pas-
NIMYaOWMXCS NO BO3pacTy MaHudecTauuu, TAKECTU Ku-
HUYECKUX MNPOSIBAEHUIN M CKOPOCTM MPOrpeccupoBaHms
3aboneBaHusa y nauneHTos [1-5].

Taknm 06pa3om, JOBOJIbHO YC/IOBHO BbIAENSIOT TAXKENYIO
dopmy 3aboneBaHus (cuHapom lypnep) ¢ MaHubecTaumen
Ha NMepBOM roAdy *WU3HW, NPOrpPeccUpytoLLeh Kapanopecnu-
pPaToOpPHOM HEAOCTATOYHOCTbIO M SPKO BbIPaXKEHHOM HEBPO-
JIOFMYECKON CMMMNTOMATUKON U MATKYt0 GopMy (CUHAPOMbI

l'ypnep — Wene u LLewne), npy1 KOTOPON CUMNTOMbI MOABASAIOT-
cs B Bo3pacTe 4—10 net v 60/1€3Hb MeAIEHHO NPOrpeccupy-
€T, NP1 3TOM HEKOTOpPbIE NaLMEHTbI JOXUBAIOT 40 B3POCOro
Bo3pacTa.

C y4yeToM TpagMLMOHHO UCNONb3yeMon KnaccuduKkaLmnm
HUXKEe MNPUBELEHbl XapaKTEPHble KAMHUYECKME MpPU3HaKK
ana MIMC | pa3nuyHbix dopm.

Mykononucaxapupos | S Tuna — nerkas ¢opma

CuHoHuMbI: cvHapom Lene, MINC | S — nerkasa ¢popma.

OCHOBHble KJ/IMHMYECKHE MposiBJIeHUs: orpybneHue
4yepT Anua, TYronoABUMKHOCTb CYCTaBOB, MHOMECTBEHHbIN
[IN30CTO3, MOMYTHEHME POroBuLbI [3, 4].

BHewHmi BMA: nepBble NPU3HaKKM 3a6oneBaHns NosBe-
nsTea B Bo3pacTte 3—5 net. MNayneHTbl rMnepcTeHnYecKoro
TENOCNOXKEHUSI C CUAbHO Pa3BUTOM MYCKyNaTypow, 4epThbl
nmua rpybble, xapaKTepeH WUPOKUIM poT € NyX/biMu ryb6amu,
HWKHAS NporHatus. NocTeneHHo pa3BMBAlOTCA OrpaHuye-
HUEe [OBUXKEHWW B cycTaBax BEPXHUX KOHEYHOCTEMW, a Tak-
€ TYronoABWMXXHOCTb, BO3HMKLLUME W MNpoOrpeccupytolmne
KOHTPaKTYypbl CyCTaBOB KUCTen. Hanbonee BblipaxKeHHbIMM
BCE CMMNTOMbl 60/IE3HN CTAHOBATCH K Nepuogy nonoBoro
co3peBaHns. BO3MOXHbI NOBbILLEHHOE OBONOCEHME, KOPOT-
Kas wes.

KocTtHas cuctema: MOryt oTrmevatbcsi Hebonblias
3afepKKa pocTa, MHOMECTBEHHbIN AM30CTO3 (Aucnnasus
NMLEBOro Yepena; niocKas nepeHocuua, WMPOKO paccTas-
NEeHHble rnasa, yTO/lWEeHHble Ty6bl, rMNonnasnpoBaHHas
HUKHAS 4entoCTb, MaKpPOrn1oCCUs WM runepnnasus LeceH,
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This article presents modern data on epidemiology, etiology, and clinical manifestations of mucopolysaccharidosis (MPS) type I in
children. MPS develops due to deficiency of particular lysosomal enzyme which determines the disease type. The article considers
in details disease’s pathogenesis and classification. Evidence-based approaches to diagnosis (differential diagnosis included) are
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E CLINICAL RECOMMENDATIONS

KJIUWHUYECKUE PEKOMEHAALIUU

Ta6auuya 1. Knaccudukaumns Mykononucaxapmaosos [7]
Table 1. Mucopolysaccharidoses classification [7]

Mnc MoaTun CuHpapom lFen depMeHTHbIN gedeKT JNokyc OMIM

MMC I H Typnep IDUA 607014
| MMC IH/S lypnep — lWene Oeonumnt anbda-L-naypoHnaassbl 4p16.3 607015
MMc1Ss Lene 607016
] MMcC Il XaHTepa IDS Oednumnt ngypoHat-2-cynbdatasbl Xq28 309900
MIC [A CaHdounmnno SGSH Oedunumnt renapaH-N-cynbdaTtasbl 17925.3 252900
wioLy | st N oD oot | sz | 2520

I
MIC IIIC HGSNAT ﬂeq’"'”,\""_Ta[le;iz?;;’gg“e’ggzzM”“”” 8p11.21 | 252930
MIC IIID GNS Oednumnt N-aueTunrnioKko3ammH-6-cynbdartassbl 12q14 252940
v MIMC IVA Mopkno GALNS Oednunt ranakto3zaMuH-6-cynbdaTasbl 16924/3 253000
MIIC IVB GLB1 Jedunuut B-ranaktosungasbl 3p21.33 253010
Vi MIC VI MapoTo — Jlamu ARSB | Jedwnuunt N-aueTunranakto3amuH-4-cynbdartasbl 5q14.1 253200
\l MMC VIl Cnas GUSB Oedunuut B-rnioKypoH1Maassl 7921.11 253220
IX mncix | HeaoctatouroCTs |y 4 [lednunT ruanypoHmaass! 3p21.31 | 601492

rmanypoHuaassl

KOpOTKas Wes, crubaTesibHble KOHTPaKTYPbl U TYFONOABUXK-
HOCTb KOHEYHOCTEN, C BO3PacTOM NpucoeanHsaeTcs 6ones-
HEHHOCTb CYCTaBOB PYK M CTOM C GOPMUPOBAHUEM «KOT-
TUCTOM nanbl» U NOMOK CTOMbI, BalbrycHon gedbopmaumen
KOMEHHbIX CyCTaBOB). HepeaKo pa3BMBaETCA TYHHENbHbIN
CMHAPOM KapnafibHOro KaHana, KOTopblM Hapsgy € Tyro-
NOABMUXHOCTBIO NPUBOAUT K OrpaHu4yeHunio GyHKUKUKU Bepx-
HUX KOHEYHOCTeN. PeIKO — BPOXAEHHbIN LeNKaloWwmn 1-in
naneu, (6onesHb HotTa).

OpraHbl AblXxaHUA: 4acTble pecnupatopHble 3a6o-
NneBaHUs B BWUAE PWMHUTOB, OTUTOB. BO3MOKHbI pasBuTUE
OBCTPYKTUBHbIX 3abofieBaHWi [AblxaTefibHbIX MyTen, CWH-
LPOM OBGCTPYKTUBHOIO anHo3 CHa.

OpraH 3peHMsi: OTMeYaeTcs paHHee HepaBHOMepHoe
NOMyTHEHWe poroBuubl. B panbHeilwem, o6bl4HO nocne
30 neT, pa3BuBalOTCA rnaykoma, nNUrmeHTHas aucTpodus
ceTyaTKu. PeKo — OTeK AUCKa 3pUTEeNbHOro HepBsa.

LeHTpanbHas HepBHasi cucTema: NCUXOMOTOPHOE pas-
BUTWE 3aMejJjIEHHOE.

KpaHnoBepTebpanbHbI CTEHO3 pa3BMBaETCH Y NauueH-
ToB ¢ MIC BcneacTeme runonnas3umm 3y60BUAHOINO OTPOCTKA
no3sBoHKa C2, aTnaHToaKcuanbHOM HecTabuabHOCTH, OTNO-
EHMA MyKoMmonuMcaxapuaoB B TBEPAOW MO3roBon 060-
NOYKe M 3afHeN NPOLOSbHON CBSA3KE, YTO B AalibHEWLWEM
NPMBOAMT K KOMMNPECCUOHHOM MUenonaTnm Ha 3TOM YpoBHe
W, KaK cnefcteBue, K pa3BuTUIO GynbbOapHbIX HapylleHuH,
LEeHTpanbHON AblXxaTeNbHOM HefoCTaTO4YHOCTU. CUMNTOMBI
MOryT BKOYaTb HapyleHWe MOXOAKM, MblleYHylo cna-
60CTb, HEYK/IIOXKECTb MPWU COXPaHHbIX MOTOPHbIX HaBblKax
N AUCOYHKLMIO MOYEBOIO Ny3bIps.

KapnanbHbl TOHHENbHbIK CUHAPOM — YacTas Hewpo-
natus chaBieHus y nauneHToB B Bo3pacTe oT 5 go 10 net
n 'y B3pocnbiX. Mpu OTCYTCTBUU NEYEHUS MOXKET MPUBECTU
K Heo6paTUMOW KOHTPaKType AUCTaNbHbIX MexXdanaHroBbiX
CyCTaBOB, a TaKXe K HapyleHWo WM notepe 4yBCTBU-
TENbHOCTM MEPBbIX TPEX NasbLEB U Napes3y MbllL, TeHapa.
K coxkaneHuto, nauneHTbl peaKo coobLwaloT 0 601eBbIX OLLY-
WEeHMAX, MOKa He NPOUCXOAUT NOTePS GYHKLUK.

CepaeyHo-cocyancTasi cUCTEMa: XapaKTepHbl Hepo-
CTaTO4HOCTb /UK CTEHO3 KNanaHoB cepaua(MUTpanbHOro,
aopTanbHOro, TPUKYCNUAaNbHOro U IEr0YHOrO).

MenyaoyHo-KuweyHasi cucTema: OTMEYaloTCs NaxoBo-
MOLLOHOYHbIE W MYMOYHbIE FPbIXK, HEYaCcTo — rematocnie-
HOMeranusa, B paHHeM Bo3pacTe — auapes.

Mykononucaxapupo3 | H/S Tuna —

npomexyTtoyHasa ¢popma

CuHOHMMBI: cvHApoM lypnep — LWewe.

OCHOBHbIe KJMHHUYECKHEe MNpPU3HaAKMU: NVLEBblEe OuC-
MOpP®dUU, TYronoAaBMIKHOCTb CYCTaBOB, HWU3KOPOCOCTb,
noMyTHeHuWe porosuubl [1, 2, 5, 7].

BHeLWwHuH BUA: NepBble CUMMNTOMbI GOIE3HU MNOABANA-
loTCA K BO3pacTy 3-8 feT. XapaKTepHbl cKadouedanus,
MaKkpouedanus, 3anasBlias nepeHocuua, nyxable ry6bl,
NMOMYTHEHWE POrOBULbI, MUKPOTHATUS, YMEPEHHbIR rUnep-
TPMX03, YTONLLEHMNE KOXHbIX MOKPOBOB.

KocTHasi cuctema: Ha nepBoM roay XXM3HM pocT B npeje-
Nlax HOPMbl, 3aTeM TEMMbI POCTa CHU¥KatoTcs, 06yc0BMBas
HM3KOPOCNOCTb. TENOC/IOKEeHUE AUCMPONOpLMOHanbHoe.
MHOXeCTBEHHbIN AM30CTO3, cKadouedanusa, makpoueda-
nus. BanbrycHole gepopmalnmm roneHen BblparKeHbl HE3Ha-
YUTENbHO. YMEPEHHO OrpaHMyeHa NOABMUKHOCTb B CycTaBax,
onpenensTcs AM30CTo3bl, 604K00Opa3Hasa rpyaHas Kiet-
Ka, KWDOCKONO3, rMnepnopaons.

OpraHbl gbIXaHHUA: YacTble pecnupaTopHblie 3aboneBa-
HUS B BUAE PUHWUTOB, OTUTOB, rMNEPTPOOUS HEGHBLIX MUHAA-
JIMH. BO3MOXHO pa3BuTHE 0GCTPYKLMM AblXxaTeNbHbIX NYTEN,
CTEHO3 ropTaHMu.

OpraH 3peHUsI: NOMYTHEHWE POTrOBULbI.

LeHTpanbHass HepBHasi cUcTema: oTMevaeTcs
3a/epKKa TeMMnoB TMCUXOPEYEeBOro pasBMTUSA, MO3XKe
nosasnserca rnybokasa gemeHuns. KpaHmoseptebpanbHbli
CTEHO3 M MUenonaTusa pasBuBatoTca y nauneHtos ¢ MIC
BCNiecTBME rMnonnasumm 3y60BMAHOIO OTPOCTKA NO3BOH-
Ka C2, atnaHToaKkcnalbHOW HECTAaObUNbHOCTHU, OT/IOXKEHUS
Al B TBEpAOM MO3roBon 060/104Ke N 3aaHEN MPOAOTbHON
CBA3Ke, YTO B [JajibHEehlWeM NPUBOAUT K KOMMPECCUOH-
HOM MuenonaTMM Ha 3TOM YPOBHE W, KaK cneacTeue,
pa3BuTUIO BynbOapHbIX HapyleHWN, LLeHTpalibHON Ablxa-
TeNbHOM HegocTaTO4YHOCTM. CMMNTOMbI MOTYT BKlO4YaTb
HapylweHne MNOXOAKMK, MbllWeYyHYo cnabocCTb, HEYKIIo-
ECTb MPM COXPaHHbIX MOTOPHbIX HaBblKax U ANCOHYHKLINIO




MOYE€BOro ny3bips. TyHHENbHbIH CUHAPOM — CUHAPOM
3ansCcTHOr0 KaHana, coob6walouwanca rugpouedanus.
XapaKTepHo pa3BUTUE MaXMMEHUHIUTA B LUEMHOM OTAenNe,
NPUBOASALLErO K CAaBNEHUIO CMMHHOIMO MO3ra v nocneayo-
wen mmenonaTtmu.

CepaeyHo-cocyaucTasi cUCcTeMa: XapaKTepHbl Hepo-
CTATOYHOCTb U/MNKN CTEHO3 KNanaHoB cepaLa (MUTpanbHOro,
aopTanbHOro, TPMKYCNMAaNbHOro U EroYyHoro). Bo3MoKHbI
HapyLWweHWs puTMa M NPOBOANMOCTH, PELKO — KapAWOMUO-
naTusl, BO3MOXHa apTepuanbHas runepTeHsuns.

MenynoyHo-KuwevyHass cucTema: renatocrnieHomera-
SIUSl, NAXOBO-MOLIOHOYHbIE M NYNMOYHbIE MPBIXKK.

Kak v npu 6GONbLIMHCTBE pPELLECCUMBHbLIX GONe3Hew,
KIMHUYECKUI nonumopdmaM onpegensietcs octaTovHOM
aKTMBHOCTbIO PEPMEHTOB U B/MSAET Ha TAXKECTb TeYeHUs
1 BOo3pacT gebiota. B 3aBMcHMOCTM OT Bo3pacTa gebioTa
T€ WKW WHble KJIMHWYECKME NPOSBAEHUA MOTYT UMETb pas-
JINYHYIO CTENEeHb BblPa*KEHHOCTU. BblpaxKeHHOCTb KWUHU-
yeckux nposiBneHmn MIMC | B pa3HOM BO3pacTe MOXKeT
BapbupoBaThb.

Mykononaucaxapugo3s | H tuna — taxkenas ¢popma

CuHOHMMBI: cuHapoM [ypnep, cuHapom MNbayHanepa —
lypnep.

OCHOBHble KJ/IMHUYECKHE MpOSIBJIEHUS: 3afepiKKa
NCUXOMOTOPHOIO Pa3BUTUSA, YMCTBEHHas OTCTaNnoCTb, rpy-
Oble 4yepTbl A1La, MOPOKU KaanaHoB cepaua, NoOMyTHEHWE
pOroBuLbl, 3afepxKa pocTa, TYronoABUXKHOCTb CyCcTaBOB
[1-3].

Y nauuMeHToB C CMHAPOMOM [ypaep nepBble KAWHU4Ye-
CKMe Npu3HaKkun 3aboneBaHns NOSBASIOTCA HA NEepPBOM rogy
U3HW. B psAge cnyyvaeB yxe C poxAeHus HabnogaloTcs
He3Ha4yuTeNbHOE YBENNYEeHNE NeYeHH, NynoYHble UK Naxo-
BO-MOLUOHOYHbIE TPbIKWU. XapaKTepHble WU3MEHeHWs 4YepT
avua no Tuny «rapromnndmar» CTaHOBATCA OYEeBUAHbIMM
K KOHLy MepBOro rofa *u3Hu. pyrumu Haubonee 4actbl-
MU MaHWGECTHBIMU CUMMNTOMaMKU SBASIOTCA TYronoABUK-
HOCTb MENIKMX M KPYMHbIX CyCTaBOB, KMDO3 MNOSCHUYHOIO
oTaena No3BOHOYHMKA (MOSCHUYHbIN «TMBYC»), XPOHUYECKHKE
OTUTblI M YacTble MHOEKLMOHHbIE 3a60neBaHUS BEPXHUX
AblxatenbHblX NyTen. Mo mepe nporpeccupoBaHKs 3abone-
BaHUS MPUCOELAMHAOTCA CUMMTOMbI, CBMAETENbCTBYIOLME
O BOBJIEYEHUM B MATONOIMMYECKUIA MPOLLECC BHYTPEHHMX
OpraHoB, cepaeyHO-Nero4yHon, LLeHTpanbHOM U nepudepu-
YECKOM HEPBHOM CUCTEM.

BeaywumMmn HEBPOAOrMYECKMMMU CUMNTOMaAMKU SBNS-
I0TCA CHUXXEHUE WHTEeNNeKTa, 3afep)Ka peyeBoro pas-
BUTUS, UBMEHEHMUSA MbIWEYHOro TOHYCA, CYXOXMWIbHbIX
pedneKcoB, NOpaXXeHUs YyepenHblx HEPBOB, CMellaHHas
M HEMpOCeHCOpHas TyroyxocTb. YacTo Habnogaetcs npo-
rpeccupytouiee NoOMyTHEHWE POroBuUbl. NauneHTbl Noru-
6atoT 06bI4HO B Bo3pacTe A0 10 neT oT 06CTPYKLMUM Ablxa-
TeNbHbIX NYTEN, pPecnupaTopHbiX MHPEKLWUN, cepaevyHOon
HEeA0CTaTOYHOCTH.

BHeLHWIH BUA: Y HOBOPOXKAEHHOIO XapaKTePHbIX NPOSB-
JIEHUI He OTMeYaloT, CUMNTOMaTUKa Yalle BCcero pa3BuBaeT-
€Sl Ha NepBOM rofy (C 2 Mmec, MHOrAa — MO3XKe). XapaKTepHbl
M3MEHEHMS YepT fiMua No TUNY «raproniMamar, Kotopble
CTAHOBATCA OYEBWMAHLIMM K KOHLYY NEPBOro roja MU3HW:
6onblWwas ronoea, BbicTynawowme NobHble 6yrpbl, WKUPO-
Kne CKynbl, 3anaBluasi nepeHocuLa, KOPOTKME HOCOBble
XOAbl C BbIBEPHYTbIMW KHaPYXW HO3LPAMM, NONYOTKPbITbIV
poT, 60/1bWON A3bIK, TOJICTbIE FY6bl. XapaKTepHa 3adepKKa
pocTa (MakcMManbHbI cocTaBnseT okono 110 cm), KoTopbin
NOSIHOCTbIO OCTaHaBnuBaeTca K 2-5 rogam. Npu HU3KOM
pocTe y AeTel oTMevaloTcs AMCNPONOpLMOHanbHOe Tenoc-
NOXEHWE, KOPOTKas LWes.

KocTtHass cuctema: CO CTOPOHbl KOCTHO-CYCTaBHOM
cuctembl npu MINC | H BbISBASETCS MHOXECTBEHHAA CUMNTO-
MaTuKa. Y Bcex NaunMeHToB GopMMUpyeTcs TYronoaBUMKHOCTb
BCEX FPynmn CyCTaBOB, B pe3y/bTaTe KOHTPaKTyp MexdanaH-
rOBblX CYyCTaBOB M YKOPOYEeHUsT GpanaHr obpasytoTcs gedop-
Mauuu KMCTEN NO TUMY «KOTTUCTOW nanbl». Ta306eapeHHbIE
cycTaBbl cHOOPMUPOBaAHbI HEMPaBW/bHO, FONOBKU BGefpeH-
HbIX KOCTEW ManeHbKWe, YMNOWEHHbIE U y3ypUpPOBaHHbIE,
XapaKTepHa coxa valga. MNoaB3AolWHbIE KOCTU npuobpe-
TaloT «TpeyrofbHyto» aedopmaumto. PeHTreHonorn4yeckue
M3MEHEHMS, BUANMbIE Npu cuHapoMe lypiep, onucbiBatoTCs
KaK MHOXECTBEHHbIW AM30CT03. N4 ANMHHBIX Tpy6GyaTbiX
KOCTEW XapaKTepHbl pacluMpeHune anadmnsoB, PEHTIEHOIOMN-
YECKM HenpaBwIbHO NposBAsioWMnecs MeTadusbl U aNndu-
3bl. Kntounubl yKOpoYeHbl, yTonweHbl. Pe6pa onucbiBatoTcs
KaK «BecnoobpasHble», Ux BepTebpasibHble KOHLbl CyXKe-
Hbl, @ CTEPHAbHblE — YTONLEHbI U paclumpeHbl. PanaHru
KUCTEN M CTOM YKOPOUYEHbI, UMEIOT TpaneumeBuaHyto Gpopmy
W pacwmpeHHble anaduabl. PopMupyoTcs NIATUCNOHANANS,
KMd03, KNGOCKOIMO3. [TO3BOHKM paclUMPEHbI B MONEPEYHH-
Ke, BblCOTa MX yMeHblueHa. B yyacTKax, rae cbopmmpoBaH
KnPo3 Man KMGOOCKONNO3, BbISBEHbI HEAOPa3BUTHE Mone-
PEYHbIX OTPOCTKOB MO3BOHKOB WMAM UX «A3bIKOOGPa3Has»
nedbopmaums.

LeHTpanbHas HepBHasi cucTeMa: Nnporpeccupyolmne
NCUXMYECKME PaCCTPOMCTBA XapaKTepHbl AN CUHAPOMa
[ypnep, B T0 BpeMs Kak npu Msarkux dopmax MIMC | (cMHAPOMbI
lypnep — Lene n Lene) nHTENNEKT NauMeHTOB MpPaKTK-
YECKM He cTpajaeT WauM HabnaatTCa Jerkne KOrHWTUB-
Hble HapyleHns. McMXxoMOTOpHOE pa3BUTME MPU CUHAPO-
mMe Typnep vMaeT ¢ 3aMeTHbIM BO3PacTHbIM OTCTaBaHMEM
W AOCTUraeT MaKCUMabHOIr0 pa3BUTUSA Ha ypoBHeE 2—4 neT,
3aTeM OCTaHaBMBaETCH M NepexoauT (BMecTe ¢ MOTOPHbIM
pa3BUTUEM) B CTaaMIO perpecca, 4o0CTUras nosHoM AeMEH-
umMn. OgHaKo cucTeMaTUYECKME 3aHATUS, HamnpaB/EeHHble
Ha pa3BUTUE KOMHUTUBHbLIX GYHKLMK, CNOCOBCTBYIOT 6onee
ANUTENIbHOMY COXPaHEHMUIO UHTENIEKTa.

MoBegeH4YecKne HapyleHHUs:: PETPECC KOTHUTUBHbIX
GYHKUMIA Hapsdy € TSXKeNon notepen cnyxa, HepocTtat-
KOM CHa, Bbl3BaHHbIM 06CTPYKTMBHbLIM arnHo3, OKa3biBaloT
CylWeCTBEHHOE BNUAHME Ha noBedeHne pebeHKa. Mo mepe
HapacTaHWsa KOFHUTUBHOIO AgeduunTa K TMNEepPakTUBHOCTH
W arpecCcUBHOCTM MPUCOEANHSIOTCH ayTUCTUYECKHNE YEPTbI.
MeanKaMeHTO3Has Tepanus, HanpaBiieHHas Ha KOHTPOJb
paspywnTenbHOro NnoBeAeHus, 4acTo 6biBaeT HeaPpGEeKTUB-
How. [porpeccupyiouas coobuiaouasnca ruapouedanua
aBaseTca Hanbosee YacTblM CUMNTOMOM cMHApPOMa ypnep
M peaKko BcTpevyaeTcs npu Markmx dopmax MIMC | tvna.
Mpn caaBAEHUU CMIMHHOIO MO3ra, BbI3BAHHOTO YTOJILIEHH-
em ero 060/104€eK UM HECTAabUNbHOCTbIO aTNaHToaKcHuab-
HOro cycTaBa, OTMeYaloT HapyleHWEe NOXOAKHM, MblLLIEYHYIO
cNnaboCTb, HEYKJIIOXKECTb NMPU COXPaAHHbIX MOTOPHbIX HaBbI-
Kax 1 AMCchYHKLMIO MOYeBOro ny3bips. Mpu Tsenon popme
3aboneBaHus YacTo HabnaalTcsa Cyaqoporu, 4To Tpebyet
NpPOBeAEHUs OLLEHKM HEBPONOrMYECKOro crtaTtyca. Y nauu-
€HTOB CO C/laboBbIPAXEHHbIMU KIAMHUYECKUMU MNPU3HA-
KamMu CYAOPOXKHbIA CUHAPOM BCTPEYAEeTCs HAMHOIO peXe.
MporpeccupoBaHne 3ab60neBaHUA CONPOBOMXKAAETCS reHe-
pann30BaHHbIMK TOHWKO-KJOHWMYECKUMM MapoOKCU3MaMMH,
KOTOpble 06bIYHO XOPOLLIO MNOAAATCA MOHOTEPANUK NPOTH-
BO3MNUIENTUYECKUMM Npenapatamu.

Cepae4Ho-cocyamucTasi cuCTema: BCIEACTBUE OT/IOXKe-
HuA Al ¢ paHHero Bo3pacTta KnanaHbl cepjLa yTonuwatoTces,
BO3HUWKaIOT peryprutaums nmbo cteHos. B psge cnyyaes
BO3MOXHO GOpMMPOBAHUE TUMEPTPODUM MbILLEYHON TKAHU
cepaua, yMeHblUEeHWe ee 31acTUYHOCTH, HapyLleHWe NPoBO-
AMMOCTH, MOParKeEHNe KOPOHAPHbIX apTepPU.
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E CLINICAL RECOMMENDATIONS

KJIUWHUYECKUE PEKOMEHAALIUU

Yalle BCcTpeyaeTcsa natonorns KnanaHos cepaua (Hego-
CTaTOYHOCTb W/WMAKU CTEHO3 MWTPaNbHOrO, aopTajbHOro,
TPUKYCNMAANbHOIO M NIEFOYHOr0 KfanaHoBs). MMeeT mecTo
nopakeHne KOpPOHapHbIX cocyaoB. MarucTtpasnbHble COCy-
Abl y nauneHToB ¢ MIMNC MOryT MMeTb YTOJILLEHHbIE CTEHKMU,
HO MPW 3TOM ObITb CY)EHHbIMW WAW AUMNATUPOBAHHbLIMMU.
B cBA3K C Cy)KEeHMeM apTepuit y TaKux NauueHToB NosiBas-
€TCH K/MHWYECKMU BblpaxeHHas apTepuanbHas runepreH-
3us. BO3MOXKHO pacwupeHrMe BOCXOAsAWEN 4acTu aopTbl
M 3HaYuUTeNlbHOE YMEHbLUEHWE 3N1aCTUYHOCTU CTEHOK aop-
Tbl. Mpu KapaMomuonaTtum (MHOUNLTPATUBHOM) BbISBAAIOTCSA
runepTpodus MMOKapaa WM gunatauus Kamep cepaua.
MmMeeT MecTo HapylweHue putMa U NPOBOAMMOCTH cepaLa.
TeyeHue cepaeyvHon HegocTaTtovyHocTn npu MIMC umeeT npo-
rpeccupyownin xapaktep. TpyAHOCTM AMArHOCTUKM 3TOrO
COCTOSIHUSI CBSi3aHbl C HecneunMdUYHOCTbIO KIMHUYECKOM
CUMNTOMATUKK, OTCYTCTBMEM Kanob, XapaKTepHbIX MNpu-
3HAKOB HapyLeHWs KPOBOOBPALLEHNS HA PaHHUX 3Tanax ee
pas3BuTHS.

OpraHbl AblXaHUA: 4acTble pecnupatopHble 3a6o-
fieBaHus B BuAe pUHKUTOB, OTUTOB. HakonneHwue TAl
B MUHAANMHaXx, HaAropTaHHUKeE, a TaKXe B Tpaxee NpuBoanT
K YTONLEHMNIO U CYXKEHMIO AbIXaTeNbHbIX NyTER U Pa3BUTUIO
06CTPYKTUBHOIO anHoa.

OpraHbl 3peHus: NOMyTHEHWE U NUIMEHTHas AereHepa-
LUMS pOroBuLbl, rnaykoma.

JXenygoyHo-KuweyHas cuctema: renatocnjeHomera-
N1s, aMapes B paHHem BO3pacTe, nyrnoyHas u/unv naxosas
FPbIXKU.

Ha no3aHux cTagusax y aeten BblSBASIOT TYrOyXoCTb, CHU-
EHWE 3PEeHNs U YMCTBEHHYIO OTCTaNoCTb.

AUATHOCTUKA

OwnarHo3 MMC | yctaHaBnMBaeTca Ha OCHOBaHWU COBO-
KYMHOCTM aHaMHECTUYECKMX AaHHbIX, KIAMHWUYECKMUX AaH-
HblX, pe3ynbTaToB flabopaTopHOro uccnefoBaHus (6MO-
XMMMUYECKOro U MONEKYNSPHO-TEHETUHECKOro aHanuM3os).
OnddepeHumnanbHaa guarHoCTMKa NPOBOAMUTCA C APYrMMHM
Tunamn MIC, anbda-maHHO3MA030M, MNO3AHUMU dopma-
MU FaHrIMO3NL030B, MYKOAMNUAO30M, HEUMHPEKLMOHHBIMU
nonvapTpuTamu, anndbudapHbeiMu gucnnasunamu [5, 71.

Mano6bl U aHamMHe3
Mpn c6ope aHaMHe3a U }Kanob Heob6XxoaMmMo 0b6paTUTb

BHMMaHWe Ha cneaylowue xanobbl U aHaMHeCTUYECKHe

CcoObITHS:

®  OTHArOWEHHbIN CEMEWHbIN aHaMHe3 (CXO4Hble CUMMNTOMbI
Yy pOAHbIX 6paTbeB M cecTep npobaHpa, 61IUM3Kopoa-
CTBEHHbIV 6paK);

®  HU3KWKM POCT;

° orpybneHue 4epT nuua;

® YyacTble pecnmMpaTopHble 3a601eBaHuS;

® CHUWXEHWe cnyxa;

® CHUWXEHWE 3peHUs;

® MHOXEeCTBEHHbIN AM30CTO3 (aedopMauum Yepena, rpya-
HOWM KJIETKMK, NO3BOHOYHWKA, KOHEYHOCTEN);

® HapylweHue ocaHKn (KMdo3, CKOINO3);

°  peunanBMPYIOLLME TPbIXKKY (Yalle ABYCTOPOHHKE);

® MNOMYTHEHWE POroBULLbI;

°  yXyAleHne NepeHoCUMOCTU GU3NYECKMX Harpy3okK;

® CcnabocCTb B KOHEYHOCTSX;

® TYronofBWXHOCTb B CycTaBax;

° TPYAHOCTM Nogbema U3 NONOXKEHUS CUASA U NeXa;

®  U3MEHEHME NOXOAKMH;

® HEeIOBKOCTb MEIKON MOTOPUKH;

° HapyweHWe KOHTPOoAS 3a GPyHKLMAMU Ta30BbIX OPraHoB;

® anHo3 BO CHe.

dusukanbHoe o6¢cnegoBaHue
Mpn ocmoTpe HeobxoaumMo o06paTuTb
Ha OCHOBHble KIMHMYecKne npossnenus MIIC I:
* rpy6ble YepTbl MLa;
®  HW3KOPOC/OCTb;
®  TYronofBW}HOCTb CYyCTaBOB;
® MOMYTHEHWE POroBULibI;
° renaToMeranuio;
® ChJeHOMEeranuo;
® MaxoBO-MOLWIOHOYHbIE M MYMOYHbIE TPbIXK (ABYCTOPOH-
Hue);
® CcepaeyHble WyMbl.

BHUMaHWe

JlaGopaTopHble AUarHoCTU4EeCKUe UcciegoBaHus

OcHOBHble NlabopaTopHble MeToAbl MOATBEPKAEHUSN
anarHosa MIC | BkAoYatloT onpegeneHne akTMBHOCTU pep-
MeHTa anbda-L-naypoHnaasbl, KONMYECTBEHHbIA U Kaye-
CTBEHHbIM aHann3 Al MOYM U MOJIEKYNSPHO-TeHeTUYeCcKme
nccnepnoBaHua reHa IDUA. [laHHble uccnegoBaHus NpoBo-
AATCA B chneunann3vMpoBaHHbIX reHeTMYeckux naboparo-
pUsIX.

Bcem nauneHTam pexkomeHgyetcs onpegeneHue Al
B MOYe C LieNblo NOATBEPKAEHMS AMarHo3a U yCTaHOBJIEHHMS
Tuna MIC [7, 8]. YpoBeHb yb6eanTelbHOCTM PEKOMEHAa-
un — C (ypoBeHb [OCTOBEPHOCTM [JOKalaTesbCTB — 5).
[aHHbIN TECT ABNSETCH OAHUM M3 NEPBbIX MOATBEPKAAIOLLMX
6unoxmmmnyeckmnx tectoB ana MIMC I. Npu KOAMYECTBEHHOM
aHanu3e BbIABASAIOT MOBbILEHNE KOHLUEHTpauum Al B Mmoye,
npu npoeegeHumn anexkTpodopesa NI — NOBbILWEHHYIO 3KC-
Kpeuuto gepmaTaHcynbdata 1 renapaHcyibdata ¢ MOYOM.
3TM U3MeHeHus HabnwgatoTecs Takxke npu MIC 1l u VI
YpoBeHb Al aBnseTcs BO3pacT-3aBUCUMbIM MapaMeTpoM.
Takxe npu nerkon popme MIC | KoHueHTpauusa Al B moye
MOXET 6blTb NOBbILLIEHA HE3HAYUTENBHO.

MccnepnoBaHue NpoBOAMTCHA B AMHAMMYECKOM Habnoae-
HUWM NauMeHTam, noayvyarwmnm GepMEHTHYIO 3aMeCcTUTENb-
HYlO Tepanuio, ¢ 4YacToTon He pexe 1 pasa B 6 mMec, nauyu-
eHTaM, He nonyvalwuM GEepPMEHTHYIO 3aMeCTUTENbHYIO
Tepanuio, — He pexe 1 pasa B rof.

Tak)Xe BCeM NnauueHTaMm N5 NoATBEPKAEHUS AnarHo3a
MTIIC | pekomeHaoBaHO onpeaesneHne akTMBHOCTH anbda-L-
MAypoHMAAa3bl B KynbType ¢dnbpobaactoB, M30MPOBAHHBIX
JIENKOLMTOB NMOO B NSATHAX KPOBU, BbICYLIEHHbIX HA dUIb-
TpoBanbHon 6ymare (dunbtp N2 903) [2, 7, 8]. YpoBeHb
ybeanTenbHOCTM peKomeHgaumn — C (ypoBeHb 40CToBep-
HOCTM floKa3aTe/beTB — 5). [JaHHble NoKa3aTtenu aBAsTCH
OCHOBHbIMU nabopatopHbiMK Kputepuamu MIIC I. Y naumen-
ToB ¢ MIC | onpenensieTcs CHUKEHUE aKTUBHOCTM anbda-L-
naypoHMaassbl.

C uenbio NoATBEPKAEHUS AMArHo3a Ha MONEKYISPHO-
reHeTM4eCKOM ypoBHE He06X0AMMO MPOBeAEHUE UCCneno-
BaHua reHa IDUA Bcem naumeHTaMm CO CHUXEHHOW aKTUB-
HOCTblO dpepMeHTa anbda-L-ngypoHunaasel [9, 10]. YpoBeHb
yb6eanTenlbHOCTM peKoMeHgaumn — B (ypoBeHb goctoBep-
HOCTU JOKa3aTesibcTB — 2). BbiiBneHne ceMenHon MmyTtaumm
reHa IDUA penaet BO3MOXHbIM 06Cc/iefoBaHNe POACTBEHHU-
KOB Npo6aHaa, a TaKXe NpoBeAeHNe npeHaTalbHON 1 npe-
MMMNI@HTaLMOHHOW AMArHOCTUKKW. BOMbLIMHCTBO MyTauWn
y nauueHtoB ¢ MIC | MOryT 6biTb BbiSiB/€HbI C NMOMOLLbIO
CeKBeHMpoBaHMS No CaHrepy BCEX 3K30HOB U NPUIEratoWwmnx
K HUM Y4aCTKOB MHTPOHOB reHa, HO B HE6GO0/bLIOM NPOLEHTE
clly4yaeB MyTauMio ¢ MPUMEHEHWEM CTaHAAPTHbIX METOA0B
OBGHapyXUTb He yaaeTcs.

Bcem nauuneHTtam ¢ MIC | He pexe 1 pa3a B 6 Mec nNpo-
BOASAT OGMOXMMUYECKUI aHaNM3 KPOBW ANs onpeaeneHus
GYHKLMOHANBHOIO COCTOSIHUS MEYeHu, KoTopas sBAseT-
cs OQHMM W3 opraHoB-MulieHen npu MIC (onpeaenstoT



anaHMHamMuMHoTpaHchepasy, acnapTataMrHoTpaHchepasy,
O6LWNIM U NPAMON BUNUPYOUH, XONTECTEPUH, TPUTULLEPUIbI)
[27, 45]. YpoBeHb ybeanTenbHOCTM pekomeHgaumm — C
(ypoBeHb JOCTOBEPHOCTHU JOKa3aTesibCTB — 5).

B CBSiI3n C BbICOKMM PUCKOM PasBUTUSA UHTEPKYPPEHT-
HbIX MHPEKLNIA, acNMPaLMOHHON MHEBMOHMK Y NaLMEHTOB
¢ MINC peKkomeHayeTcs npoBeaeHue o6Lero (KIMHUYEeCKo-
ro) aHanM3a KpOBW AN OLEHKW OCHOBHbIX MapaMeTpoB
KPOBETBOPEHMSA U BbIBNEHUSA BO3MOXHbIX MHOEKLMOHHbIX
NpoLIeCCOB He pexe 4 pas B roa [27]. YpoBeHb ybeanTe ib-
HoCTH pekomeHpaumit — C (ypoBeHb JOCTOBEPHOCTM [OKa-
3aTesibCTB — 5).

B cBS3M C BbICOKMM PUCKOM Pa3BUTUS MHTEPKYPPEHTHbIX
MHbeKUKnn y nauneHToB ¢ MIMC pekoMeHayeTcs npoBeaeHne
o6LlLero aHann3a MoOYM He pexe 2 pa3 B rog AN OueH-
KM COCTOSIHUS MOYEeBbIBOAAWMX MNyTer M nodvek [1, 2, 5].
YpoBeHb yb6eanTenbHocT pexkomeHaaumt — C (ypoBeHb
J0CTOBEPHOCTHM JOKa3aTe/IbCTB — 5).

Bcem naunenTtam ¢ MIMC | a1 oLEHKN COCTOSHUSA cUCTe-
Mbl KOoarynsiumm u CBOEBPEMEHHOM NPOdUNAKTUKKM pas-
BUTUS TPOMOO30B MNOKa3aHo 1 pa3 B rog (npu Heobxo-
OMMOCTM — 4alle, B TM. nepef KaxAblM onepaTtuBHbIM
BMeLWaTtenbCTBOM) MNpPOBEAEHME WCCNefoBaHUA Koaryno-
rpaMMmbl (QKTUBMPOBAHHOE YaCcTUYHOE TPOMBONIacCTUHOBOE
Bpems, onpegeneHme npoTpom6e1MHOBOro (TPoMGoNAacTUHO-
BOr0) BPEMEHWU B KPOBW, OnpeaeneHne TpoM6MHOBOroO Bpe-
MEHMW B KPOBW, UCCNIEAOBAHNE YPOBHA GUOPUHOrEHa B KPO-
BMW, onpefeneHne KoHueHTpauun D-gumepa B KpoBwu) [28].
YpoBeHb yb6eanTenbHocT pexkomeHaaumt — C (ypoBeHb
J0CTOBEPHOCTHM JOKa3aTeIbCTB — 4).

Takrke BceM nauuneHTam ¢ MINC | pekomeHa0BaHO NpoBe-
[eHune ncecnenosaHus ypoHsa N-TepMrUHanbHOro dparmMeHTa
HaTpuiypeTruyeckoro nponentnga mosrosoro (NT-proBNP)
B KPOBW A1 CBOEBPEMEHHOM AMArHOCTUKM CepaevHoMn
HegocTaTovyHoOCTH, AuddepeHuManbHoOn  AUarHOCTUKKU
C OAblWKOW, BbI3BAHHOM pecnupatopHbiMM Npobnemamu,
AN pelleHns BONPOCOB O CTapTe/KOppeKUUn KapamoTpon-
HOM Tepanwuu [28]. YpoBeHb y6eauTe/IbHOCTU PEKOMEHAA-
ymt — C (ypoBeHb JOCTOBEPHOCTH JOKa3aTeIbCTB — 4).

UHcTpyMeHTaNbHble AUarHocTU4YeCcKue

uccnepoBaHus

Bcem nauneHtam ¢ MIC | pekomeHa0BaHO NpoBeaeHne
MarHUTHO-PEe30HaHCHOM ToMOorpadun n/Mnnm KOMMNbIOTEPHOM
ToMorpaduun uM/mnu ynsTPasByKOBOro UCCNeaoBaHua opra-
HOB GPIOLIHOM MOMIOCTU C LIENbIO BbISBAEHUS YBEINYEHMS
pa3MepoB MeYeHU U cene3eHKKn [1]. YpoBeHb ybeauTesib-
HoCcTH peKomeHpaumit — C (ypoBeHb JOCTOBEPHOCTM [OKa-
3arenbcTB — 5). BbiBAsOTCA yMepeHHas renatomeranus
WM renatocniaeHomeranus, Ha ¢GoHe Tepanuu pasmepsbl
neyvyeHn 1 cene3eHkn ymeHoluatoTcs. Boibop meToaa mccne-
[OBaHUS — MO MHAMBMAYabHbIM MNOKa3aHWSAM, UCX0As
M3 BO3MOXHOCTEW NauMeHTa U KIMHUYECKON NOTPEBHOCTH.
Mpn HEo6X0AMMOCTU MPUMEHSETCSH aHEeCcTe3nOoNorMyecKoe
nocobue. HYactora B cpegHem 1 pas B rog.

C uenblo BbIABAEHUSA MHOXECTBEHHOro AM30CTo3a
Bcem nauuneHTam ¢ MIMC | HeobxoaMmo He pexe 1 pasa
B oA NpoBOAWTb PeHTreHorpaduio WenHoro, rpyaHoro
M NOSICHWUYHOIO OTAENOB MO3BOHOYHMKA, @ TaKXe BEPXHUX
N HWXHWUX KOHeyHocTel [1, 2, 5]. YpoBeHb yb6eanTesibHO-
CTM peKomeHaaum — C (ypoBeHb [OCTOBEPHOCTHU [JOKa-
3aresnbeTB — 5). Bo Bpemsi uccneaoBaHUs BbISBASOTCA
MHOX€eCTBEHHblE AM30CTO3bI, cKadouedanuns, runonnasus
3y60BMAHOIO OTPOCTKa MO3BOHKa C2, gopcontombapHbiv
Kndos B pesynbrate NAaTUCNOHAMANKU, NOSCHUYHBIM runep-
noppo3d. OnpegenstoTcs WKWPOKMe pebpa, KOPOTKME M30-
FHYTbI€ KAOYKUUbI, TMNONAa3ns FON0BOK Mae4vYeBbIX KOCTeN

W BapycHas pgedopmauusa nnevyeBblX KOCTEN B MPOKCHU-
MaibHblX OTAenax, AucTanbHble 3anubdu3bl KOCcTen npea-
nneybs CKOWeEHbl APYr K Apyry. Habniogaetcsa 3agepika
dopmupoBaHua aaep oKkocTeHeHUs. MNACTHbIE KOCTU KUCTEN
YKOPOYEHbl U CY)KEHbl — «3a0CTPEHbI» B MPOKCUMasbHbIX
oTaenax, obpauwaloT Ha cebsi BHUMaHWE «CKOLWEHHOCTb»
BEPTNYXKHbIX BNaguH, AedopmMUpoBaHHbIE, YNIOLWEHHbIE
roNoBKM GefpeHHbIX KOCTeW W BanbrycHas aedopmauus
lweeK 6epeHHbIX KOCTEN.

CTUMYNsILMOHHAa 3neKkTpoHenpomuorpadua (IHMI)
Nno3BONSET ONpeAenuTb chaBfieHWe CPeAUMHHOro Hepsa
Jaxe [0 MNOSIBNEHUS CUMMNTOMOB M AOJIKHA MPOBOAMTLCSH
Bcem nauuneHTam ¢ MIMC | HaunMHasa ¢ Bo3pacTa 4—5 net exke-
rogHo [1, 2, 5]. YpoBeHb y6eanTenbHOCTU peEKOMEHAALIMIA —
C (ypoBeHb JOCTOBEPHOCTH JOKa3aTebeTB — 5).

TyroyxocTb pa3HOM CTEMNeHW BbIParKEHHOCTWU XapaKTep-
Ha Ans gaHHoro 3aboneBaHus, NO3TOMY BCEM MauMeHTam
¢ MMNC | Heo6xoaMMO NpoBeAeHUEe ayAMOMETPUM He pere
1 paza B roa [1, 2, 5]. YpoBeHb y6eanTEIbHOCTH PEKOMEH-
naumt — C (ypoBeHb 4OCTOBEPHOCTH OKa3aTeslbcTB — 5).
OHa MOXeT 6bITb KOHAYKTUBHOW UM HEMPOCEHCOPHOW NGO
HOCWUTb CMelWaHHbIN XapaKTep. PaHHee BbISBiEHWE TYro-
YXOCTW MO3BONSET YNyYlWUTb Ka4eCTBO XM3HWU NaLMEHTOB,
o6ecneynTb UM nyyliee obleHne n obyvyeHune. Kpome Toro,
nauMeHTaM peKkoMeHAOBaHa KOHCynbTauus Bpaya-oTopwu-
HOMapuHronora M Cypaosiora-oTopuMHoNapuHronora, npo-
BeJeHWe 3HLOCKOMUU HOCOMNOTKU WM FOpTaHU ANS OLEHKK
cTeneHu runepTpodun ageHoMa0B U MUHAAINH, @ NPU NOA0-
3PEHNM Ha CHUXKEHME Ccyxa HEOBX0AMMO MPOBEAEHME OTO-
aKyCTUYECKOM 3aMMUCCHUK (NPU OTCYTCTBMM 3IKCCYAaATUBHOIO
otuta) [1, 2, 5]. YpoBeHb y6eanTenbHOCTH PEKOMEHAAL NN —
C (ypoBeHb JOCTOBEPHOCTH JOKa3aTebeTB — 5).

Bcem nauneHtam ¢ MIC |, cnoco6HbIM BbINOAHUTL Tpe-
6yeMbll AblXxaTeNbHbIM MaHEBP, A5 OLLEHKU 3P PEKTUBHOCTH
NPOBOAMMOW Tepanuu, KOHTPOIS 3a COCTOSAHUEM BpOHXone-
rO4YHOM cUCTEMbI B cpegHem 1 pa3 B 6 MeC peKoMeHL0BaHO
nccnegoBaHve GyHKLMM BHEWHErO AblXaHWs METOAOM CMu-
pomeTpuu [1, 2, 5]. YpoBeHb yb6eanTebHOCTH peEKOMEHAA-
umt — C (ypoBeHb JOCTOBEPHOCTH JoKa3aTebeTB — 5).

Mpn Hannyinn aycKynbTaTUBHbIX U3MEHEHUN B NETKUX,
a TaKXe 4NS oueHKu gedopmalmin rpyaHON KNeTKWM nauu-
eHTam ¢ MIC | noka3aHo npoBeAeHWe peHTreHorpapum
rPYAHON KNeTku [29]. YpoBeHb y6eanTeNbHOCTU PEKOMEH-
naumt — C (ypoBeHb JOCTOBEPHOCTH JoKa3aTesbeTB — 5).

[N CBOEBPEMEHHOro BbIIBAEHUS 3NWIENTUYECKON
aKTUBHOCTU, HA3HAYEHUS U KOPPEKLMKN TEpanUK BCEM NaLu-
eHTam ¢ MIC | Heo6xoaMMO NpoBeaeHue 3NeKTpoaHueda-
norpadun (33r) [30]. YpoBeHb yb6eanTeIbHOCTU PEKOMEH-
naumit — C (ypoBeHb JOCTOBEPHOCTU OKa3aTebCTB — 4).
Kak Hanbonee nHdopmaTUBHYIO METOAMKY AAHHOMO MUccne-
4OBaHus cnegyeT Bbl6upatb 33 ¢ BUAEOMOHUTOPUHIOM.
NccnepoBaHune cnefyeT NPOBOAWUTL €XErogHO Mpu OTCYT-
CTBMMW NPOTMBOMOKa3aHWM.

[Ans AWarHOCTUKM OGCTPYKTMBHOMO anHo3 cHa MNpoOBO-
AWTCS nonnMcoMHorpadus / KapamopecnmpaTopHbIi MOHUTO-
PUHI, KOTOpas NO3BONSET ONPEAENNUTb XapaKTep AbixaTeNb-
HbIX HapyweHW (UCKMOYUTL LIEHTPasibHbIM reHes, CBA3b
¢ runeptpodmen ageHonoB, cepaeyHon He4oCTaTOYHOCTbIO
WUAW KOMMAEKC MPUYMH), NaTONOrMI0 cepaevyHO-COCyancTomn
cucteMbl. iccnegoBaHme NpoBoanTCS He pexke 1 pasa B rof.
[1, 2, 5]. YpoBeHb ybeauTenbHOCTH perkomeHaaunn — C
(YypOBEHb JOCTOBEPHOCTU JOKa3aTesbCcTB — 5).

PerynapHoe npoBegeHune IKI, 3xoKI, xontepoBcKoro
MoHuTOpupoBaHmna KM M CyTOYHOrO MOHWTOPUPOBAHMS
apTepuanbHOro gaBneHna Heobxoammo nauueHTam ¢ MIC |,
TaK Kak C paHHero Bo3pacTa Yy HMX OTMevaloTcs cephey-
HO-cocyaucTble HapyweHnua [31]. YpoBeHb yb6eauTesibHO-

PEDIATRIC PHARMACOLOGY. 2022;19(4)

7

NEAWATPUYECKAA ®PAPMAKONIOTUSA / 2022 / TOM 19 / N2 4



g CLINICAL RECOMMENDATIONS

KJIUWHUYECKUE PEKOMEHAALIUU

CcTM pekomeHgaumni — C (ypoBeHb JOCTOBEPHOCTU AoKasa-
Te/IbecTB — 5). YacToTa uccneaoBaHWn B CpeHEM He pexke
1 pa3sa B rog.

C uenblo BbIBNEHUS KOMMPECCUU CMMHHOIMO Mo3ra
n ruapouedanum Bcem nauumeHtam ¢ MIMC | nokasaHo
npoBefeHne MarHUTHO-pe3oHaHCcHon Tomorpadun (MPT)
roO/I0BHOr0 MO3ra W LWEWHOro oTAaena MO3BOHOYHMKa [1].
YpoBeHb ybeamnTenbHOCTH pekomeHpaaumt — C (ypoBeHb
[I0CTOBEPHOCTH JOKa3daTtesibcTB — 5). HecTabunbHOCTb
aTNaHToaKCMaNbHOIMO COYNEHEHUS MOXeT OblTb BblAB/eE-
Ha Npu peHTreHorpadun LWEenHoro otaena NO3BOHOYHMKA
¢ GYHKUMOHaNbHbIMM Npo6amMu, OgHAKO ANA NOATBEpXKAe-
HWSI KOMNPECCHUKU CMUHHOIO MO3ra BCNEeACTBUE YTOMLWEHMS
ero 060/504eK M GOPMUPYIOWMNXCH aHOMaIUM MO3BOHKOB
Tpebyetca npoeaeHne MPT n/unn KT.

MauneHtam ¢ MIC | noKa3aHbl KOHCYyIbTaLUsA Bpadva-
odTanbmMonora M NpoBeAeHWe wuccneaoBaHusa nepesHero
cerMeHTa rnasa MeToAoM OOKOBOrO OCBELEHUs, U3me-
peHWe BHYTPUINA3HOro [LaBfIEHUA M OLEHKa COCTOSHMSA
rNa3Horo AHa C LeNblo BbISIBAEHUS [ayKOMbl, U3MEHEHMS
NPO3PaYyHOCTU [Na3HbIX CPel M COCTOSHMS ceTyaTku [1].
YpoBeHb ybeamnTenbHoOCTH pekomeHpaaumt — C (ypoBeHb
JI0OCTOBEPHOCTH [loKa3aTesnbeTB — 5). Y 6onbHbix ¢ MIC |
oTMeYaeTcsi paHHee HepaBHOMEPHOE NMOMYTHEHWE POrOBU-
ubl. B panbHedwem pasBuBaeTcd rnaykoma, nNMrMeHTHas
anctpodua cetyaTkU. Pegko — OTeK AMCKa 3puTeNIbHOro
HepBa.

TeCcT 6-MUHYTHON x0AbObI ABNSETCA OAHMM M3 Haubo-
nee npocCTbIX U OCTYMHbIX B MMPOBOW NpaKTUKe cnocob6oB
OLLEHKM BbIHOCIMBOCTU U GYHKLMOHANbHbBIX BO3MOXHOCTEMN
NauMeHTOB C KapAMOAOrMYecKom M NeroYHow naTonorus-
MU, @ TaKXXe BbISIB/IEHWS TAKOBbIX, B TOM YuUCne U Yy LeTeN.
OnCcTaHuMIo, NPONAEHHYI0O B Te4YeHue 6 MWH, U3MepSIoT
B METpax, OLEeHMBalOT B AMHAMUKE MUHMMYM 1 pa3 B rog
W CpaBHMBAIOT C AaHHbIMWU MNpeablaylero uccneaoBaHms.
NccnepoBaHue cnefyet NpoBoAUTb He pexke 1 pasa B 6 Mec
npu YCNOBWW BO3MOMXHOCTM BbINOJAHEHUS MNaLUEHTOM
C LeNblo OUEeHKM GU3MYEeCKOoW BbIHOCIMBOCTM MaLMEHTOB,
B TOM 4ucne Ha doHe Tepanuu napoHuaasom [32]. YpoBeHb
y6eanTenbHoCTM pekomeHgaunn — C (ypoBeHb 40CTOBEp-
HOCTHM JOKa3aTesbCTB — 5).

MauneHtam ¢ MINC | B cpeaHem 1 pa3 B 1-2 roaa cne-
ZyeT NPOBOANTb KOHTPOAb MUHEPaNbHOM NIOTHOCTU KOCTEN
(PeHTreHo4eHCUTOMETPHUSA) MPU NEPBUYHON AUArHOCTUKE
M B npouecce AMHaMmmnyeckoro HaénoaeHus [33]. YpoBeHb
y6eanTenbHoCcTM pekomeHgaunn — C (ypoBeHb 4OCTOBEp-
HOCTHM fJOKa3aTesbCTB — 4).

NEYEHME

NeveHne MIC | BKAtoYaeT B ceba Kak NnaToreHeTu4yecKoe
nieyeHune, HaszHayeHne bepmeHTo3aMecTUTeNbHON Tepanuu
(P3T), TaK M NpoBeaeHWEe CUMNTOMATMYECKOW Tepanuu.
Benerne naunentoB ¢ MIC | npeanonaraet MynbTUANUCLM-
NAMHaPHLIM Noaxoa ¢ o6a3aTenbHbIM yyacTMeM neauaTpa,
HeBposora, reHeTuKka, opranbmonora, AETCKOro KapamMono-
ra, Nyn1bMOHOJIOra, CypAoJSiora-oTOpUHONApPUHIroNnora, AeT-
CKOro Xupypra, Hempoxupypra, YentoCTHO-IMLEBOr0 XMpyp-
ra, dousmoTtepaneBTa, MeQULMHCKOrO MNcuxosora 1 Bpavewn
[PYrux cneunanbHOCTEN, UMEIOWMX OMbIT B JIEYEHUU ITOrO
penKkoro 3a6oneBaHms.

MaToreHeTUYeCcKoe neyeHume

Bcem nauneHTam ¢ yctaHoBneHHbIM agnarHo3om MIIC |
pekoMeHaoBaHo npoBeaeHue 3T c Lenblo 3aMeaneHns
nporpeccupoBaHnsa 3aboneBaHns, yMEHbLUEHUS pa3mepos
NeYeHn K ceneseHKM, ynydleHus byHKUMKM cepaua, CHM-
XEeHUs ypOBHSA 3KcKpeTupyeMblx [Al. PeKomeHOoBaHHbIN

pPEXMM A03MPOBaHUA: exeHeaeNbHOe BBeAeHWE B [03e
100 EJ/Kr B BUAe BHyTpMBEHHOW MHOY3uK [11-17]. YpoBeHb
ybeauTenbHOCTH peKomeHaaumn — A (YpOBEHb [OCTOBEP-
HOCTHM fJOKa3aTesbeTB — 1).

Mpenapatom ana ®3T aBnsgeTcsa napoHuaasa, B 1 mn
pactBopa coaepxutca 100 E[ (npubnusutensHo 0,58 wmr)
napoHugasbl. IT0 pekoMbuHaHTHaa Gopma YenoBevecKon
anbda-L-ngypoHunaasbl, Nnponssoanmas ¢ UCNob30BaHWEM
TEXHONOTMKU pekoMBUHaHTHON JHK B KNeTo4YHOW KynbType
KUTaMCKUX xomsykoB. 3T npegHasHadveHa Ans BoccTa-
HOBJIEHUS YPOBHSA GPEPMEHTHON aKTMBHOCTH, AJOCTAaTOYHOIO
4NS TMAPOAM3a HaKoneHHbIX FAT U Ana npeaoTBpaLleHms ux
JanbHenwero Hakonnexwus. MNocne BBeLEeHUS NnapoHWAasa
ObICTPO BbIBOAMTCH M3 CUCTEMHOIO KPOBOTOKa M nornouia-
eTCs KNeTKaMu, nocTtynas B UX IM30COMbl Yepe3 MaHHO30-
6-bocdaTHble peLenTopbl. HavanbHas CKOPOCTb BBEAEHMS,
cocTtaBnsowan 2 EA/Kr/4, npu xopolwen nepeHoCUuMocTh
MOXET NOCTENEHHO YBENMYUBATLCS KaxAable 15 MWUH, Mak-
cumanbHo go 43 E[/Kr/4. Becb He06X0aAMMbIN 06bEM pac-
TBOpa AO/MKEH ObiTb BBeAEH MPUOANIUTENBHO B Te4yeHue
3-44[12,13].

Cnepyet obpawaTtb BHUMaHWE Ha COBGNOAEHUE UHTEP-
BanoB mexay MHOY3USIMKU U HEeZoMnyCTUMOCTb NepepbiBOB
B Tepanuu, NOCKONbKY HapyLleHWe pexnma ie4eHuns conpo-
BOXJaeTcA MNOTEeHLManbHbIM PUCKOM YXYALEHUS COCTOS-
HUS nauMeHTa M nporpeccupoBaHusa cumntomoB MIIC I.
JleyeHne NpoBOANTCA NPU OTCYTCTBMM NPOTUBOMOKa3aHWM.

TpaHcnnaHTauus remono3TU4ECKUX

CTBOJIOBbIX KNE€TOK

MNauneHtam ¢ MMNC | H go goctuxkeHusa Bo3pacta 2,5 net
nNpu HOPMasbHbIX MAM CYOGHOPMasbHbIX NMOKasaTensax pas-
BuTUS (DQ > 70) peKoMeHA0BaHO NpoBeeHWe TpaHCMIaH-
Tauuu reMonoaTUYecKnx cTBoNOBbIX KneTok (TICK) [11,
16]. YpoBeHb yb6eauTenbHoCcT pekomeHaaumn — C (ypo-
BEHb JOCTOBEPHOCTH floKa3aTebcTB — 5). Jlyywune pesynb-
TaTbl MOAy4YEHbl MPU MCMONb30BaAHMM CTBOJIOBbIX KNETOK
KOCTHOro mo3ra HLA-coBMeCTUMbIX POACTBEHHbIX JOHOPOB
MKW CTBONOBbLIX KNETOK MYNMOBWHHOM KPOBM POACTBEHHbIX
foHopoB. TICK BefeT K yMeHbLUEHUIO pa3MepoB MeYeHu
M CeNne3eHKM, ynyyleHno GyHKLMN AblxaTenbHOM U cep-
[le4Ho-cocyamcTon cucteM. MpoBeaeHne TICK B paHHeM
BO3pacTe NO3BONSET U3bexaTb HapyWeHWA KOTHUTUBHbIX
dyHKUMI. [TpeTpaHcnnaHTauMoOHHasa Tepanusa gomxHa obna-
[aTb BblparKeHHOW MMMYyHocynpeccuen. B nocnegHee Bpe-
MS yBENMYMNachb BbIXKMBAEeMOCTb NauuneHtoB nocne TICK,
XOTSl PUCK YIrPO3bl A9 XKU3HU LeTeN COXPaAHSAETCS BbICOKUM.
PeTpocneKTUBHbIM aHann3d MnoKasan, YTO BbIlKMBAEMOCTb
nauueHtoB nocne TICK cocTtaBnsetr 85%. KnuHuyeckas
adpodekTuBHocTb TICK 3aBucuMT OT BoO3pacTa pebeHKka
Ha MOMEHT ONepaTMBHOrO BMelWaTte/bCTBa, CTENEHU TaKe-
CTU KJIMHWMYECKUX HapyleHWn, OCOBEHHO COCTOSHMA cep-
[e4YHO-COCYAUCTOM M HEPBHOW CUCTEM, a TaKKe Tuna LOHO-
pa M BO3MOXHOCTU JOCTUYb CTabUbHON MPUKMBAEMOCTH
TpaHcnnaHTaTa 6e3 pa3BUTUS peaKkLmMm TpaHcnaaHTaTa npo-
TUB X039MHa. Hanny4wm KIMHUYECKUA MCxo Habnodancs
y netei B Bo3pacTte Ao 2,5 net ¢ DQ > 70. Aetn ¢ MIIC |
¢ nporpeccupyouwmnm nopaxenHnem LHC (DQ < 70) pexe
noslyyatoT Nonb3y OT TPaHCNAaHTaLNUu.

OgHMM M3 Hanbonee 3Ha4YMMbIX 3GPEKTOB TpaHCMNNaH-
TauuMm SBNSETCS COXPaHEHWe WHTeNNeKTyanbHOro pas-
BUTUS LETEN, UMEIOWMX TAXKENbI FeHOTUMN, acCoLMUpOo-
BaHHbIN C CEPbe3HbIMW YMCTBEHHbIMW pPacCTPOMCTBaMM.
[ToMyTHEHWE POroBULblI YMEHbLLAETCS MeLNEHHO, NPKU 3TOM
He ucye3aeT MNOMHOCTbIO; CHOPMUPOBAHHbIE M3MEHEHMS
cKeneTta, 0CO6EHHO NO3BOHOYHOMO CTOM16a, TAKKE HE Kynu-
pytoTcs B NOSHOM o06beme.



PekomeHaoBaHO neyeHue peTen, KoTopble roToBATCS
K TI'CK, no cxeme:

1) no nepecagku 12 Hep M nNocne Nepecagku He MeHee
15-17 Hep npoBoauTca P3T;

2) npoaomkuTenoHocTb P3T nepen nepecagkon MOXeT
ObITb KOpoye 12 Hef, U 3TO 3aBUCUT OT 06LLEro COCTOSHUSA
nauneHTa, Hannm4yms NoAXoaaLero JOHOPa;

3) npopomkntenbHocTb P3T nocne TpaHCnIaHTaLKUK
3aBUCUT OT ypoBHSA TAl, akTMBHOCTM depmeHTa anbda-L-
MAYPOHMAA3bI, COCTOSHWUS AblXxaTeNbHOW, CEpAEYHO-COCYan-
CTOM cUCTEM, 0OLLErO COCTOSAHUS pebeHKa, BOCCTaHOBNEHNS
remMatonornyeckmx napametpos [11, 16]. YpoBeHb yb6eau-
Te/bHOCTHM pekomeHzaumn — C (ypoBeHb [OCTOBEPHOCTU
[loKkasaTtesibcTB — 4).

PeweHne o BbiGope nedveHuns ansa nauueHTta ¢ MIC |
OO/KHa@ NPUHUMATL MyNbTUAUCUMNAMHApHAs KOMaHAa.
B aTy rpynny, nOMMMO Bpava-Kypatopa u Y3KuX cneuunanu-
CTOB (HeBponora, AETCKOro Kapauonora, OTOPUHONAPUHIO-
nora, TpaBmarosiora-optonega W Apyrux), AO/MKHbI BXOAUTb
nmeroLme onbIT paboTbl ¢ naumMeHTammn MIC Bpay ¢ onbITom
paboTbl N0 NepecajgKe KOCTHOrO MO3ra (ecnun obeyKaaeTcs
nauneHT ¢ cuHapomom lypnep) 1 MeauvUMHCKUIA NCUXONOT.
MeaWUMHCKMUI NCUXONOr AOMKEH UMETb OMbIT TECTUPOBAHMS
neten ¢ MIC | H, yunuTbiBaTh TAXKEN0E COMATUYECKOE COCTO-
AHWe pebeHKa, HapyweHue ciyxa U 3peHUs, TYronoLBUK-
HOCTb B CyCcTaBax U T.4.

Bce nauueHTbl ¢ MIMC | moryT nonyuntb 3T, Tak
KaK 3TO yAyyWwWT comMaTUYeCKMe CUMMTOMbI 3aboneBaHus.
AddekTuBHOCTE P3T BO3pacTaeT Mpu yClOoBUM Tepanuu
B paHHeM Bo3pacTe. lauMeHTbl, KOTOpPbIM MAaHupyeTcs
nposegeHune TICK, npeaBapuTenbHO AOMXKHbI MOAYYUTb KypC
®3T, NOCKOMbKY 3TO yAyyllaeT KAMHUYECKOE COCTOSHWE
nauuneHTta. TTCK npumeHseTcs Ans nauuMeHToB B BO3pacTe
no 2,5 ner.

TrCKy nauuneHToB ¢ cuHapomoMm lNypnep 6onee ycneluHa,
€CNN BbINOMHAETCS Ha paHHeW CTaguu, U AO0JSIXKHa NPOoBO-
OWUTbCS, KaK TOJIbKO COMaTUYECKOE COCTOSIHWE MO3BOAMT
npoBeCTH NpoLeaypy.

Y B3pocnbix nauneHtoB ¢ MIC |, KOTOpbIM B A€TCKOM
Bo3pacTe 6bina nposeaeHa TICK, Heo6xoaqMmo MpPOBO-
ONTb MNEPUOAMYECKYID KAWHUYECKYIO OLLEHKY KIMHUYe-
CKMX CMMNTOMOB, KOHTpOAMpoBaTb ypoBeHb Al B Moye
M He peXe O4HOro pasa B roj oueHuMBaTb aKTUBHOCTb
depmeHTa anbda-L-uaypoHnaassl. B cnyyae nporpeccu-
pPOBaHUSA CUMNTOMOB, yBenn4eHunn F'Al B MoYe, CHUKEHHUS
aKTMBHOCTU depMeHTa HEOBX0AMMO paccMoTpeTb Ha3Ha-
yeHue O3T.

CumMnTomMaTH4YecKoe Jie4yeHune

MNMauneHTaM NoKkasaHo NpoBefeHWe MeAMKaMeHTO3HOM
npemMeavKaumm npu NosiBAeHWM NOGOYHbIX annepruyecKmx
peakuuin c¢ nocneaywouen uMHby3sven napoHuaasbl [18].
YpoBeHb yb6eanTenbHocT pexkomeHaaumt — C (ypoBeHb
J0CTOBEPHOCTHM JOKa3aTe/IbCTB — 5).

Y nauneHToB ¢ MIMC, nonyyatoumx P3T, Kak U NpU BHY-
TPUBEHHOM BBEAEHMM N1060ro Apyroro 6en1KoBOro npenapa-
Ta, MOryT pa3BUTbCS NOGOYHbIE peaKLLMK (TnxopagKa, 03HOO,
pBOTa, KpanuBHULA, TAXENble peakLnn rMnepyyBCcTBUTENb-
HOCTW annepru4yeckoro Tuna) — WauM BO BpeMs UHOY3UH,
WK B Te4YeHue JHA NpoBeaeHns UHOY3uK. MNpu nossneHmm
NO6GOYHbIX peaKumn BO BpeMs / nocsie MHPY3UnM peKoMeHay-
€TCsl COOTBETCTBYIOLLEE NleYeHNe, NP KOTOPOM HEOBX0AMMO
cnepoBaTb COBPEMEHHbIM CTaHAapTam OKa3aHWsa MeanLMH-
CKOM MOMOLUM (@HTUFMCTaMUHHbIE CPEACTBA, aHTUNUPETUKH,
rMIOKOKOPTMKOCTEPOUAHBbIE Npenaparbl).

Bcem naumeHtam ¢ MIC | Heo6xoaMMbl KOHCYNbTaLWK
cneayowmx cneLmanmcToB:

° He pexe 1 paza B 6 MeC WauK Yale nNpu HaanyuMun noka-
3aHW — OEeTCKOro Kapauosnora, optonega, OToNapuHro-
nora, HEBpPONora;

° Bpaya-xupypra — npu HaauM4yuu natonoruu, Tpebyouiemn
XUPYPrMyecKoro BMeLwartenbCcTBa;

° Bpaya-nylbMOHO0ra — NpPU HaAMYnKn NaToNOrnm Co CTo-
POHbI AblXxaTenbHoOM cuctemsl [1, 2, 5, 14, 18]. YpoBeHb
ybeanTenbHOCT pekomeHaaumin — C (ypoBeHb [0CTO-
BEPHOCTHU JOKa3aTesibCTB — 5).

JleyeHne xpoHU4YecKux 3aboneBaHun (MoBedeHYEeCKUX
HapyweHWn, opTanbMOIOrMYECKNX HapyLWeHUn, opToneam-
YeCKOM MaTofiornu, CyAOPOXKHOro CUHApPOMA, apTepuanb-
HOM rMNepTeH3un, CepaeyHoOn HeaoCTaTOYHOCTH, peuunan-
BUPYIOLWNUX OTUTOB, YaCTbIX PecnupaTtopHbix 3aboneBaHui
n ap.) y nauynentoB ¢ MIMC | uenecoo6pa3Ho NpoBOANUTb
C YYETOM AENCTBYIOWNX KIMHUYECKMUX PEKOMEHAALMNN, NPK-
HUMas BO BHUMaHWe pe3ynbTaTbl KOMMIEKCHON OLEHKKW CO
CTOPOHbI BCEX OPraHOB U CUCTEM M MEPCOHANU3NPOBAHHbIE
uenn nauuenTta [1, 2, 5, 14, 18, 34]. YpoBeHb ybeanTeb-
HocTH pekomeHgaumi — C (ypoBeHb JOCTOBEPHOCTHU [JOKa-
3atesibCTB — 5).

JleyeHne noBeAeHYECKUX HapylleHWH MpoBOAMTCA
HEBPOJIOroMm, 06bIYHO MCMONb3YIOTCS CefaTUBHbIE CPEACTBa,
aHKCUONIMTUKM, KOPPEKTOPbI NoBeaeHus. Boibop npenapaTa,
LO3MPOBKaA, ANMTENBHOCTb Kypca ONpeaensioTcs MHANBNAY-
anbHO. HaunHatoT NpmMeM JaHHbIX CPEACTB NoA TwaTelbHbIM
Bpa4ye6HbIM KOHTPOIEM B YC/I0BUSAX KPYTOCYTOYHOMO/AHEB-
HOro ctaumoHapa [1, 2, 5, 14, 18, 34].

Mpn 0odTanbMONOrMYECKMX HapyLEHUAX NPOBOAMTCA
nieyeHne No nokasaHuam, Nog6op Tepanuu ocyLecTBASETCA
Ha OCHOBaHWM pPEKOMEHAAUMH NO SeYEeHU0 COOTBETCTBY-
louwmx Hosonorun [1, 2, 5, 14, 18]. YpoBeHb yb6eanTeIbHO-
CTM pekomeHgaumn — C (ypoBeHb JOCTOBEPHOCTU [0OKa3a-
Te/bCTB — 5).

OpToneguyeckas KOppeKLMsa HapylleHUsi OCaHKW, KOH-
TPaKTyp CyCcTaBOB C WCMNOMb30BaHWMEM HEXMPYPrUYECKUX
METOA0B BKAtoYaeT duanonpouesypbl n 1e4ebHyo GU3Kynb-
TYpy, MCMONb3YOT opToneanyeckue ycTponctea. o noka-
3aHMAM OCYLLECTBASIOT XMPYPruyecKoe neveHne cuHapoma
KapnanbHOro KaHana, npoBoOAMTCH 3HAOMNPOTE3MPOBaHME
Ta306e4pEHHOIO MW KOMEHHOrO CycTaBOB, KOPPUIMUpYlO-
LiMe oCTeOTOMUU A5 UCMPaBAEHUS OCU KOHevHocTen [1, 2,
5, 14, 18]. YpoBeHb ybeanTenbHOCTU pekomeHaaumn — C
(YypOBEHb JOCTOBEPHOCTU [JOKa3aTesbCcTB — 5).

PeunanBupyloLlimMe oTHTbI, YacTble pecnupaTopHble 3a60-
NeBaHns BEPXHUX AblxaTenbHblX NyTewn TpebyloT nposeae-
HUS CUMNTOMaTMYECKOW, aHTMGaKTepuanbHOM Tepanuu,
npU OTUTax He MPUMEHATb TaKTUKY «HabnwgaTb U KAaaTb»
[2, 35]. YpoBeHb y6eanTenbHocTH pekomeHaaumin — C (ypo-
BEHb JOCTOBEPHOCTH JOKA3aTe/IbCTB — 4).

Y nauuneHToB ¢ MIMC npu HanM4ymmM anMNEenTUYECKUX NPU-
CTYNOB PEKOMEHLOBAHO UCMONb30BaHMe NPenapaToB U CXxem
Nle4EeHNs Ha OCHOBAHMM PEKOMEHAALMM MO NIeYEHUIO anunen-
cun [1, 2, 5, 14, 18]. YpoBeHb y6eanTeNIbHOCTH PEKOMeHaa-
uymi — C (ypoBeHb JOCTOBEPHOCTH JoKa3aTebeTB — 5).

Mpun neyveHun apTepuanbHOM TMNEPTOHMM Yy NALMEHTOB
¢ MIC | pekoMeH10BaHO Ha3Ha4YeHne aHTUrMNepPTeEH3UBHOM
Tepanuu B COOTBETCTBMU C KJIMHUYECKUMU PEKOMEHAAL M-
MW Mo apTepuanbHoW runepTeHsun [1, 2, 5, 14, 18]. YpoBeHb
y6eanTenbHoCcTH pekomeHgaumn — C (ypoBeHb A0CTOBep-
HOCTHM fOKa3aTesbCTB — 5).

MaumeHtam ¢ MIMC | ¢ HapyWeHUIMNU MOTOPUKKU XKeny-
OOYHO-KMLWEYHOro TpaKTa (3amopamu) NoKa3aHo MCMosb-
30BaHMe cnabuTenbHblX MnpenapatoB B COOTBETCTBUU
C pekomMeHzauusamu no 3anopam [36]. YpoBeHb ybeantesb-
HocTH pekomeHgaumi — C (ypoBeHb JOCTOBEPHOCTHU [OKa-
3aresibCTB — 5).
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Mpn XpoHWYecKon HenponaTn4yeckonm 60nU naymeHTam
¢ MINC | HagHayvatoTCsA NpenapaTbl, BO3AENCTBYIOLINE HA LIEH-
TpanbHble MeXaHU3Mbl GOPMUPOBAHUSA XPOHUYECKOW 60K:
aHTMKOHBY/IbCaAHTbI (403a noabupaeTcs WMHAMBUAYANbHO),
aHTuaenpeccaHTbl [37]. YpoBeHb y6eanTeIbHOCTU PEKOMEH-
naumt — C (ypoBeHb JOCTOBEPHOCTU OKa3aTe/lbcTB — 5).
MonoxuntenbHoro adpdekta dapmakoTepanmmn XpoOHUYECKON
6051 y naumeHtoB ¢ MIMNC MOXXHO 10GUTLCS NPU yYeTe Npu-
HMMaeMbIX MaUMEHTOM MpenapaTtoB WU PErynsapHOM MOHM-
TOpUHre 6e30MacHOCTU nedveHus. Mpu nevyeHun 601eBOro
cuHApOMa cnefyeT UCNnoNb30BaTb HaMMeHee UHBA3MBHbIN
cnocoo6.

XupypruuecKkoe neyeHume

Xupypruyeckoe nevexHve nauueHtoB ¢ MIC | cneayet
NPOBOAMTL MPW Y4aCTUU MYABTUAUCLUNIMHAPHON KOMaHAbI
B COOTBETCTBMU C AENCTBYIOWMMU KIIMHUYECKUMU PEKOMEH-
Jaumamu.

MauneHTaM ¢ COXpaHHbIM MHTENNEKTOM U HapyLleHUeM
YHKLMN KUCTEN UK C HapYyLWEHWEM HEPBHOWM NPOBOAMMO-
CcTW No peaynbtatam IHMI npoBoanTCcA onepauus LEKOM-
NPeccun HEePBHbIX CTBOJIOB, KOTOpas NPUMBOAUT K BbICTPOMY
CTOMKOMY ynyyleHuto dyHkumu [1, 2, 14, 19-22] YpoBeHb
ybeanTenbHoCcTM pekomeHgauun — C (ypoBeHb 40CTOBEp-
HOCTHM fOoKa3aTesbCTB — 4).

YacToTa peunanBoB KapnanbHOro TOHHENbHOro CUHAPO-
Ma y nauMeHToB ¢ pasfiMyHbiMK Tunamu MIC Heu3BecTHa.
[MocKoNbKy MOBTOPHas KOMMpeCccUss MeauaHHOro Hepsa
BCNeACTBUE pybLeBaHuns unu oTnoxeHus Al BO3MOXHa,
Heo6X0AMMO NPOJOKaTb HabnaeHHe.

MauneHTam ¢ MINC | npu coobuiatouiencs rnapouedanmm
C MPOrpeccupyoWwnm yBeNMYEHNEM XKENYLOYKOB MO AaH-
HbIM MPT 1/vnun noaTBEPKAEHHbBIM NOBbIWEHWEM AaBNEHUS
LuepebpocnuHanbHON XuaKkoctn 6onee 250-300 cm Boa.
CT. MOKa3aHO NpoBejeHWe BEHTPUKYIOMNepPUTOHea bHOro
WwyHTMpoBaHua [1, 2, 14, 19-22]. YpoBeHb yb6eauTesbHO-
cTM pekomeHgauui — C (ypoBeHb JOCTOBEPHOCTHU foKasa-
TEe/IbCTB — 4).

[ns nauMeHToB C AMArHOCTUPOBAHHLIM CTEHO30M LUEWM-
HOro oTaena PeKOMEHAOBaHO MPOBEAEeHME XMPYPruyecKo-
ro BMellaTenbcTBa — [AEKOMMPECCUMM CMUHHOIMO MO3ra,
4YTO WMMeEeT pellalollee 3HayeHue B YCTPaHeHWW CTeHo3a
[4, 2, 14, 19-22]. YpoBeHb y6eanTesIbHOCTU PEeKOMeHAa-
umt — C (ypoBeHb JOCTOBEPHOCTH JOKa3aTeIbCTB — 4).

CpaBneHne CMNUMHHOrO Mo3ra MNpuBOAWMT K HeobpaTu-
MbIM HEBPOJSIOrTMYECKMM HapyLWeHUsAM, onepauuio cneayet
paccMmatpuBaTb Aake y naumMeHToB 6e3 HEBPOIOrM4yeCcKon
CUMMNTOMATUKKU, €Cnn caruTTanbHblM gUaMeTp MO3BOHOY-
HOro KaHana cyxeH 6onee 4em Ha 50%. Xupypruyeckoe
BMeLLaTeNbCTBO JOIKHO BbINOMHATHCA paHblle pa3BuTHA
HEBPONOTrMYECKUX NPOSIBIAEHNUN.

Heo6xoaMmo npoBeAeHUEe XUPYPrUYECKOM 3aMeHbl
Ta306e4peHHOro MM KONEHHOro cyctaBa, KOppUrupyio-
wehn OCTEeOTOMUM KOCTEN KOHEYHOCTEM MPU BblparKEHHOM
HapyweHUn GYHKLMKU KOHEYHOCTHU, 0BYCNoBNIEHHOW Aedop-
MaLMen uanm apTpo3oM, Mpu OTCYTCTBUMU addeKTa OT KOH-
cepBaTUBHOM Tepanuu [1, 2, 14, 20, 22]. YpoBeHb ybean-
Te/IbHOCTH pekomeHgaumin — C (ypoBeHb [OCTOBEPHOCTH
JloKasaTtesibcTB — 4).

PekomeHgoBaHo nauneHtam ¢ MIC | Tuna paccMoTpeTb,
npyv HanuMyuuM MNOKasaHwW, NpoBeAeHWe afeHOUAIKTOMMU
/WK TOH3UANIKTOMUK C LeNblo YAyyleHUs NpoxXoaumMo-
CcTU AbixaTenbHbix nyten [1, 38]. YpoBeHb yb6eauTesibHO-
cTn pekomeHgaumin — C (ypoBeHb JOCTOBEPHOCTH [OKa-
3aresibcTB — 5). [laHHble BMewaTtenbCcTBa MPUMEHSAIOTCSH
y naumeHToB ¢ MIMC| TMna, Kak U B 06LIEN MONynauum,
C CMHAPOMOM OGCTPYKTMBHOIO HOYHOrO amnHo3, 3Kccyaa-

TUBHbIM OTMTOM, 3aTPYAHEHUEM HOCOBOTO AbIXaHWUS U peLm-
AVBUPYIOWUMU MHOEKLMAMM BEPXHUX AblXaTeNbHbIX NyTEN.
Mpn 3TOM Heo6XoAMMO yyuTbIBaTb, 4TO npu MIC | Tuna
XMpypruyeckoe BMelwaTeNbCTBO TpebyeTcs Yalle, Yem cpe-
a1 o6blvHbIX aeTel. MauneHtam ¢ MIC | Tuna cneayet
Bbl6UpaTh MaKCUManbHo Wwaasawme n addeKTUBHbIE METO-
[OVKKW, oThaBaTb NpeanoyTeHne 3HAOCKONMYECKUM BMeELLa-
TenbcTBam [39-41].

MEQULIMHCKASA PEABU/IMUTALIUA

Cneundunyeckon peabunutauuu nauueHtam ¢ MIC |
He TpebyeTcs. B Kpyr peabunuTauMOHHbIX MeEPONPUATUR
MOTyT 6bITb BK/OYEHbI 3aHATUSA C NCUXONOrOM, OTAbIX B Cre-
LMann3nMpoBaHHbIX CaHaTOPMAX, a TaKKe colmanbHas agan-
Tauus ¢ yyacTueMm crneunanuctoB M coumalnbHblX paboTHU-
KOB, KypCbl Maccaxa.

NMPOO®UJIAKTUKA U AUCNAHCEPHOE

HABJIIOAEHUE

Mocne yctaHoBneHus anarHo3a MIC nauneHTy unm ero
opuUManbHbIM NPeACTaBUTENAM PEKOMEH0BaHa KOHCY/b-
Tauus Bpaya-reHeTUKa C Leblo pa3bsiCHEHUs reHeTuye-
CKOro pucKa, 06Cy)K/AeHWs BO3MOXHOCTEN NnpeHaTanbHOM
M NpenmMniaHTaLMoOHHOW AMArHOCTUKHK [2, B6]. YpoBeHb ybe-
AnTeNbHOCTH pekomeHaaumnt — C (ypoBeHb JOCTOBEPHOCTH
JloKkasaTtesibcTB — 5).

CeMbsM ¢ 60/1bHbIMM A€TbMM LieNecoob6pa3Ho NPOBECTH
Me[MKO-reHeTUYEeCKOe KOHCY/bTUPOBAHWE C LieNblo onpe-
[leNeHns reHeTUYeCcKoro pMcKa. Kak u npu apyrux aytocom-
HO-peLeccuBHbIX 3a6oneBaHuax, npu MIC | ang Kaxkaown
6epeMEHHOCTH PUCK POoXKAeHUS pebeHKa cocTaBnset 25%.
B cembsix, rae ectb 60/1bHOM pebeHOK, BOSMOXHO npoBeje-
HWEe npeHaTanbHOM M NPEeUMMNIaHTALUMOHHON AUArHOCTUKM.
Onsa atoro poautensim Heob6xoAMMO 06pPaTUTbCH B CheLuu-
anM3npoBaHHble AuMarHoCTUYeckue nabopatopuv U meau-
LIMHCKME LIEHTPbI.

MpeHaTtanbHaa guarHoctuka MIC |

MpoBeaeHe npeHaTanbHOW AMArHOCTUKU PEKOMEHAY-
eTcsa ang nbon nocneayouwen 6epeMeHHOCTU B CEMbSIX,
OTAroleHHbIX XoTa 6bl ogHUM cnydaem MIIC |, HO B ciy4yae
nerknx ¢opm 601e3HU pelleHne 0 ee NPoBeAEHUN JOMKHO
OblTb MPUHATO Mocne Noapo6HOro O6CYXAEHUA C CeMbeN
Bcex pucKoB [1, 2]. YpoBeHb y6eanTenbHOCTM peKOMeHa-
umni — C (ypoBeHb JOCTOBEPHOCTH JoKa3aTesibeTB — 5).

MpeHaTanbHaa aMarHoCTMKa NPOBOANTCSH MONEKYNSPHO-
reHeTU4EeCKUMU U BUOXMMUYECKMMKU MeTodamu MnyTeMm
nccnepoBanusa AHK, BblaeneHHon n3 6GuontaTta BOPCHH
XOpMoHa Ha 9—11-1 Hef 6epPEMEHHOCTU U/WUNN KNETOK aMHMU-
OTMYECKOMN MWAKOCTWU, NIOAHON KpoBM Ha 20-22-n Hen
6epeMEHHOCTH.

OPFAHU3ALIMA MEAULIMHCKOM NOMOLLH
NMokaszaHusa ANnA rocnutaav3auvMm B MeAULIUHCKYIO
opraHusauuio
lMoka3aHus ansa naaHoBOMH rocnutaain3aymun:

® npoBegeHne AMarHoCTuKU U nevyeHud, Tpe6y|0u.u4x Kpyrno-
CYTO4YHOIro MmeJMLlIMHCKOro Haﬁmo,quMFl;

® COCTOAHME, Tpe6y|omee aKTUBHOIo nevyeHuna U Kpy-
rMOCYyTO4YHOro MeauLmMHCKOro HaGJ'IIOLI,eHWFI (rpb|>+<ece—
4YyeHune, onepatnBHoOE JieHeHne nopaxXeHnqa CcyctaBoOB,
NMO3BOHO4YHWKaA, CKOJ/IMO3, aAEeHONAIKTOMUA, TOH3UN-
N3KTOMMUA, Heﬁpoxmpyprwqecr(aﬂ AeKomnpeccnua CHH-
APpOoMa 3andaCTHOro KaHana, yctaHoBKa TpaHCTUMNaHU-
YEeCKOro gpeHaxa npu cpegHemMm oTute, xmpyprunyeckaa
KoppeKuusa natoaornuu Cepﬂe'-IHO-Cocy,El,MCTOVI CUCTEMDI
v ap.);



® CcoCTOsiHWe, Tpebylowee nNPOBeLEHUS BbICOKOTEXHO-
NIOTUYHBIX METOAOB fle4yeHUs (B TOM YMCNe KOHTPONb
abdekTuBHoCTM TICK);

® OTCYTCTBME BO3MOXHOCTM 06ecneyveHna ®3T B ambyna-
TOPHbIX U CTaLlMOHapo3ameLLaloLmX YyCAOBUSX;

®  Heo6X04MMOCTb MPOBEAEHMS Pa3/IMYHbIX BULOB aKcnep-
TM3 WA 06CnefoBaHna B MEAMLMHCKOW OpraHu3almu
(NpY HEBO3MOXKHOCTU MPOBEAEHUS UX B amOBynaToOpHbIX
ycnoBusx), Tpebylowmnx AUHaMUYECKOro HabnwogeHus
(B TOM 4ncne odopmaeHre 3aknoyveHns degepanbHOro
KOHCUnyma).

Moka3aHus A1 SIKCTPEHHOM rocnuTanan3aunm:

° OCTpble 3a6oneBaHus;

e 060CTPEHUSA XPOHUYECKUX BONESHEN;

® OTpaBfEHUS U TpaBMbl, COCTOSHUSA, TpeOyloWMe UHTEH-
CVMBHOW Tepanuu 1 nepesoja B peaHMMaLMOHHbIe OTae-
NIEHUS UK OTAeNEeHUS UHTEHCUMBHOM Tepanuu (B TOM
yucne noboYyHble peaKkLmun, MPOUCXOAsLLME B npoLecce
WHOY3UK UK B TeHeHUe AHSA npoBeaeHns nHoysnmn P3T,
LlepBUKabHbIM CTEHO3 C KOMMNpPEecCcHen CNMHHOro Mo3ra
W APYrUe XU3HeyrpoxatoLme ocTpble COCTOSHUS), a TaK-
K€ KPYrnocyTO4YHOro MeANLMHCKOro Habtog4eHUN U Npo-
BeAeHUs cneuunanbHblX BUAOB 06CNe0BaHUSA U NEeYEeHUS.

lMoKa3aHMs K BbIMUCKE NaLUeHTa U3 MEeZULNHCKOM
opraHmMsauum:

® OTCYTCTBME Yrpo3bl }U3HWU GOSILHOIO;

® OTCYTCTBME Yrpo3bl PA3BUTUS OCIIOMHEHWH, TPEBYIOLLMUX
HEOT/IOHOr O fleYeHus;

* CTabWnM3aLmMsa COCTOSHUSA M OCHOBHbIX KJIMHMKO-Na60-
paTopHbIX MOKasaTesen naTonorMyeckoro npotecca
No OCHOBHOMY 3a60/1€BaHMUIO;

® OTCYTCTBME HEOBXOAMMOCTM B MOCTOAHHOM Bpaye6-
HOM M KPYrnoCyTOYHOM MEAWLIMHCKOM HabofeHun
No OCHOBHOMY 3a60/1€BaHMUIO;
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Ta6nuuya 2. LLIkana ouUeHKM ypOBHEN AOCTOBEPHOCTKU AoKa3aTensbeTB (YA4) Ans METOAOB AMArHOCTUKM (AMArHOCTUYECKUX BMeLLATENbCTB)

Table 2. Grade scale for levels of evidence (LoE) for diagnostic methods (diagnostic intervention)

YAAQ PacwundpoBka

1

CuctemaTnyeckne 0630pbl UCCEA0BaHNUI C KOHTPOEM pedepeHCHbIM METOAOM UK CUCTEMAaTUHECKNI 0630p
paHAOMU3UPOBaHHbIX KIIMHUYECKUX UCCIeJ0BaHWI C NPUMEHEHMEM METaaHann3a

OTAenbHble nccnefoBaHns ¢ KOHTPoNeM pedepeHCHbIM METOAOM UKW OTAESNIbHbIE PaHAOMU3UPOBAHHbIE KITMHUYECKUe
2 nccnefoBaHus U cuctemaTyeckne 0630pbl UccnefoBaHui NIo60ro An3ainHa, 3a UCKIIIYEHUEeM PaHAOMU3UPOBAHHbIX
KJIMHUYECKUX UCcnefoBaHni, ¢ NpUMeHeHem MetaaHann3a

B TOM 4YUC/ie KOFopTHbIE nccnegoBaHua

McecnepoBanns 6e3 nocnefoBaTeNbHOro KOHTPoNs pedepeHCcHbIM METOAOM, UK UCCNELO0BaHUS C pedepeHCHbIM METOAOM,
3 He aBNAloWNMCA HE3aBUCUMbIM OT UccegyemMmoro metoaa, Uin HepaHaoMnU3npoBaHHble CpaBHUTE IbHbIE UCCieA0BaHNA,

4 HecpaBHUTENbHbIE UCCNEA0BAHUS, ONUCAHWUE KIMHUYECKOTO cllyyas

MmeeTcs n1wb 060CHOBaHWE MexaHM3ma AeNCTBUSA UM MHEHWE IKCNepToB
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EBponencKkoe ooLLecTBO Kapauoaoros
OOHOBMWJI0 peKOMEeHAaL UM No BeJeHUIO T’MNepTeH3umn

y AeTen U NoAPOCTKOB

E BponercKkoe obuiectBo Kapauonoros (ESC) coBmecT-
HO C ApyrMMu eBponencKumu obuiectBamu paspabo-
Tano KOHCEHCYCHOe 3asiBfeHue Mno ruMnepTeH3uu y aeTew
M MOJAPOCTKOB. Hallle BCEro NOBbILLEHUE AAB/IEHUS CBA3AHO
C oTcyTcTBMEM GWM3MYECKONM aKTUMBHOCTM, HenpaBW/bHbIM
nUTaHWeM 1 N36bITOYHOM Maccon Tena.

OtcyTcTBME PUINYECKON aKTUBHOCTHU, MUTAHME C BbICOKMM
CcofepraHnem caxapa M conv 1 n3bbITo4Has macca Tena cny-
*at npuumHamu 9 n3 10 cnyvyaeB rmnepTeH3un y geten 1 noa-
POCTKOB. KOHCEHCYCHOEe 3asiBieHWe eBPONENCKUX Kapamono-
ros ony6nunkoBaHo B European Heart Journal.

[JOKYMEHT NOCBSILLEH TUMEepTEeH3MK y geten oT 6 4o
16 net, BKAO4Yasa onpeaeneHue, MeToabl USMEPEHUS apTe-

pUanbHOro AaBNEHUS, KIMHUYECKYIO OLEHKY, o6cneaoBa-
HWE OpPraHOB-MULWEHEN, U3y4YeHUEe BO3MOMKHbIX MPUYMH
n GaKTOpoB pUCKa M cTpaTernun no 6opb6e c 3aboneBa-
HMem. Ocob6oe BHMMaHWe yagenseTcsa M3MeHeHuto obpasa
YW3HU. ABTOPbI JOKYMEHTa NpuU3bIBaloT yaensdTb 60Mblie
BHMUMaHWUS MpeaoTBpPalEeHUI0 M JNIeYEeHUIO TUNEepPTEH3UN
y neTen, noBblllatb MHOOPMUPOBAHHOCTb HaceNeHus
0 puUcCKax 3aboneBaHus W Nonb3e 340pOBOro obpasa

WU3HU.
MNcTouHuK: https;//medvestnik.ru/content
/news/Evropeiskie-kardiologi-obnovili-
rekomendacii-po-vedeniu-gipertenzii-
u-detei-i-podrostkov.html

FDA opo6puno 6enumymad gna nedyeHus aeteun

C BOJIYaHOYHbIM HeppUTOM

ynpaBneHme Nno CaHWUTapHOMY HaA30py 3a KayecTBOM
NUWEBbLIX MPOAYKTOB W meamkameHToB CLUA (FDA)
ofo6puno 6ennmymad (beHnucra) AN fe4yeHUs akTUBHOIO
BOMYaHOYHOro HedpuTa (BH) y aeten B Bo3pacTte 5-17 ner.
Tenepb npenapat MOXHO MCMNOJIb30BaTb AN NevyeHUud
B3POC/bIX U ;IeTEN C CUCTEMHOM KpacHoW Bon4yaHKkom (CKB)
n BH.

[lo aToro BapuaHThl JieYeHUs AeTeh B OCHOBHOM oOrpa-
HWYMBAIUCb MNPUMEHEHWEM HECENEeKTUBHbIX MMMyHoOAe-
NpeccaHToB U KOPTUKOCTEPOMUIOB. XOTH OHWU MOTYT OblTb
3G PEKTUBHBIMK, UCMONb30BaAHUE 3TUX K/1aCCOB NeKapcTB
MOXET COMPOBOXAATbCA MHOTMMWU MOBGOYHbIMU 3ddeKTa-
MU, BK/tOYasi BOCMPUUMYMBOCTb K ApPYyrMM 3aboneBaHusaMm
n nHdekumam. bennmymab, HanpoTuB, SBASETCA WMHIUOU-
TopoM 6enKa-ctumynsatopa B-numdpountoB. OH MHIMOBUPYeET
BbIXXMBaHWe B-KNEeTOK, KOTOpble, KaK CYUTAeTCHd, urpatot
poJib B NaTodU3n0Norumn 3abosieBaHus.

Mpenapat beHnucta 3apeructpupoBaH B mupe B 2011 1.
bennmymab — nepBbIvi FrEHHO-UHXXEHEPHbIN GUOTIOrMYECKNUI
npenapar, KOTOpPbI co3AaH creuunanbHo anga nedyenuns CKB,
4YTO MO NpaBy paccMmaTpuMBaEeTCd KaK O4HO U3 Haubonee
KPYMHbIX AOCTUXEHMI peBMaToiIorMmn 3a nocnegHue 50 ner.
B Poccuiickon depepaummn npenapat 3aperncrpupoBaH
B 2012 r. C 2019 r. 6ennmymab BXOAUT B NepeyeHb KU3HEH-
HO BaHbIX M HEOOGXOAMMbIX JleKapCTBEHHbIX cpeacts Pd.
B ceHTabpe 2019 r. pekomeHaoBaH MuH3apaBom Poccum
L7151 CHUXKEHUSA aKTMBHOCTH 3a60/1€BaHns y NaLMEHTOB B BO3-
pacTe 5 neT v cTaplue, nosyyalowmnx CTaHAapTHYIO Tepanuio,
C aKkTMBHOM CKB 1 Hanuuuem aytoaHtuTen. B uioHe 2021 .
6enumymab opgobpeH MuHsgpaBoMm Poccun ans nedveHus
aktTuBHOro BH y nauneHToB cTapuwe 18 net B KOMOGUHaL MK
¢ 6@31UCHON MMMYHOCYNPECCUBHOM TEpanuem.

NcTouHuK: https.//www.medscape.com/
viewarticle/978193

TonunyeckKkuu podpaymunacrt oqoopeH

Anga nevYyeHusd ncopuma3a

ynpaBneHMe Nno caHUMTapHOMY Ha[30py 3a Ka4yecTBOM
nUWEBbIX NPOAYKTOB W meaukameHtoB CLUA (FDA)
opo6puno 0,3% Kpem podaymunact Ans MecTHOro nedve-
HWA GNAWEYHOro ncopuasa, «BK/IoYas MHTEPTPUrMHO3HbIE
obnacTu», y nauMeHToB B Bo3pacTe 12 neT u cTaplue.

Pobnymunact siBnsieTc CENeKTUBHbIM WMHIMOGUTOPOM
pocohoanactepasbl 4 (P34) — nepBbiM, 0A0OPEHHBLIM
AN nedveHuss ncopuasa. [lepopanbHbll podnymunact
(Oanupecn) 6611 ogobpeH B 2011 r. ANs Ne4YEHUs XPOHUYe-
CKOM OGCTPYKTUBHOWM 60n1e3HU nerkux (XOBJ1).

Opo6peHne FDA ocHoBaHO Ha AaHHbIX ABYX paHLOMMU-
3UPOBAHHbIX ABOMHbLIX CNEMbIX KOHTPOAMPYEMbIX UCCNEeAo-
BaHuN. Yepe3 8 Hep 42,4 n 37,5% nayMeHToB, NOAy4aBLUNX
MeCTHOe neyeHve pobaymMunacToMm B 3TUX WUCMbITAHUAX,
[OCTUIN yNy4leHUss No cpaBHeHUo ¢ 6,1 n 6,9% B KOH-

TPONbHbBIX rpynnax cooTBeTcTBeHHO (P < 0,0001). Kpome
TOrO, Y HEKOTOpbIX MofiydyaBlwux podnymunact Ko 2-i
Hell ymeHblunncs 3ya. Yepes 8 Hep y 67 u 69% yd4acTHM-
KOB UcCCnefoBaHWM ¢ oueHKkon no wkane 3yna WI-NRS 4
WK Bbllle Ha WCXOLHOM YPOBHE OTMEYasnoCb CHWUXEHWe
WI-NRS MuHMMYM Ha 4 6anna.

NccnepoBatenu 3aaBASIOT, HTO KPEM XOpoLWo nepe-
HocuTcs. Cpeamn no6oYHbIX 3ddeKTOB BbliIM COOBLLEHMUA
o gnapee (3%), ronosHon 6onun (2%), 6eccoHHuLe (1%),
TowHoTe (1%), 601M B MecTe HaHeceHUs (1%), MHDEeKLM-
AX BEPXHUX AblxaTenbHbiX (1%) n moyeBbiBOAAWMX (1%)
nyten. Ho aTu ABNeHUsd Habn[anUCb U B KOHTPOJIbHON
rpynne.

UcTounuK: https.//www.medscape.com/
viewarticle/978324
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NMo3uyusa akcneprtoB Coto3a neguatpoB Poccumn
B OTHOLUEHUU YXYALUEHUA rMooanbHOU CUTyaLum
C BUPYCOM NMOJIMOMMUENUTA
CeHTAOpPL 2022

Cotw3s neanatpoB Poccun
Accoumnaums neguaTtpoB-nHPEKLNMOHUCTOB

HauwnoHanbHas accoumnalms creymnancToB rno KOHTPoIo MHpekumn (HACKN)
HauwnoHanbHas pepepeHc-aabopaTopusi 1o noamommennty Poccurickon @epepatimm

J1.C. HamasoBa-bapaHoBa, A.A. bapaHoB, H.U. BpukKo, O.E. UBaHOBa,
M.IM. KoctuHos, P.B. Monu6uk, A.10. Ptuwes, B.®. YuaitkuH, M.B. ®epoceeHkKo,
U.B. ®enbabniom, B.M. YynaHos, A.K. LLlakapsH, 0.B. LlamweBa

CTpeBoroH oTMeYyass CUTyauuio pacTyllen yrpo3sbl pac-
NPOCTPaHEHUS MOAMOMUENNTA B MUPE U HA TEPPUTO-
pun Poccuickon depepaumnun, akcneptol Coto3a neaua-
TpoB Poccuu, Accouunaumm neamaTpoB-UHPEKLUMOHUCTOB
1 HaunoHanbHOM accoumaumn cneunanmcToB No KOHTPOSIO
nHdpekunn (HACKWM) HacTamBaloT Ha 4pe3Bbl4aMHOW BaXk-
HOCTM MOSIHOLUEHHOMW M CBOEBPEMEHHOM BaKUMHOMNPOPU-
NaKTUKK nonuomuenuta. CornacHo nosvuuu BcemupHon
opraHusaunu 3gpaBooxpaHeHus (BO3), B HacTosLee BpeMs
cneayet NpeanpUHAaTL BCE BOSMOXHbIE YCUANS ANA nogaep-
YKaHWS BbICOKOI0 YPOBHS NONYNSLMOHHOIO UMMYHUTETA NPO-
TUB 3TOW WHBanuausupyouwen uHdekunun. MNMpuoctaHoBKa
M MHOTOYUCNIEHHbIE HApYLUEHUs npoLecca NNaHoBOM UMMY-
HM3auuKn B ycnosusax nanHgemmn COVID-19 moryT npuBecTu
K YBEJIMYEHUIO 4YMCNa BOCMPUMUMUMBLIX K MHOEKLMM nuL,
W YrpoXKaloT pa3BUTMEM BCMbIWEK M AaXKe 3NMAEMUIA NONnNOo-
muenuTa.

Monvomnennt — TsxKenas, CMepTebHO onacHas UHdEK-
LUMs, 3apa3unTbCs KOTOPOM MOXEeT HeBaKLUWMHWPOBAHHbLIN
yenoBeK No6oro Bo3pacta, HO Haubonee Tsaxenole ¢op-
Mbl pa3BuBatoTCca y Aeten mnagwe 5 net. [lo ctatuctuke,
npumepHo oamH n3 100-200 cnyvyaeB 601€3HU MPUBOAUT
K HeobpaTumoMy napanudy, a 5-10% napann3oBaHHbIX
ymupaltoT. lNpumeHeHne addeKTUBHbIX BaKLMH Ha NPOTsKe-
HUW HECKONbKMUX AECATUNETUI NO3BOAUIO JOCTUYL B MUpeE
BbICOYANLLEro YPOBHS KOHTPOJS Haj WUHOEKUMen u paxe
MOIHOM 3NMMWHALMKM BUpyca Ha OTAE/IbHbIX KOHTMHEHTax
npu co6M0AEHNN MaKCUMaIbHO BbICOKOTO YPOBHS UMMYHM-
3auUuMKn HaceneHus.

B 1988 r., Korga 6blna 3anyuweHa [no6anbHas WHW-
umatuBa no nukBuagauumn nonnomuenuta (GPEI/TUIIN),
BMpPYC UMpPKynupoBan 6onee 4em B 125 cTpaHax mupa
M 6bl1 NnpuinHon okono 1000 cnyyaeB napanuya B A€Hb.
bnarogapsa ycunuam rnob6anbHOM MMMYHW3aLMK, KOTOpble
oxBaTWUAM no4tu 3 MApa Aeten, 3a6oneBaemMocTb MOJNO-
MWENNTOM CHM3UIach 6osiee 4yem Ha 99%. K cerogHswHemy
[HIO ycnelwHas NMKBMAaLmsa 601e3HU, BbISBBAHHOM AMKUMHU
noaMoBMpycamu, npomnsollna B 60/bWKNHCTBE CTPaH MUPa,
a 5 pernoHoB BO3 6b1n ceptudumumpoBaHbl Kak cBO6OA-
Hble OT nofnoMunennTa: AMEpUKaHCKUM pervoH (B8 1994 r.),
PervoH ctpaH 3anagHon Yactu Tuxoro okeaHa (B8 2000 r.),
EBponenckui permoH (B8 2002 r.), PernoH KOro-Bocto4yHom
A3uu (B 2014 r.), Appuka (B 2020 r.). Bonee TOro, NMKBUAK-
poBaHbl ABa U3 Tpex TMMNOB AMKMX MOAMOBUPYCOB (TWUMbl 2
n 3). Bmecte ¢ TeM aHgemuyYyecKass nepejaya AWUKOro
nosnmoBupyca tuna 1 Bce ewje npoAo/KaeTcsi B HEKO-

TOpbIX paoHax A¢raHuctaHa m lMakuctaHa v co3paer
npeanocblIKM K rno6anbHOMY BO3POXAEHMIO 60/1€3HU. TaK,
ecnu B 2021 r. 661710 3aperMcTpMpoBaHO TONbKO 6 ciy4aes,
TO 3a nepBble 8 mec 2022 1. UHOEKLUNSA, BbISBBAHHAA AUKUM
nonnosupycom Tuna 1, 6bi1a gnarHoctupoBaHa y 21 nauyu-
eHTa. puyem 3a nocnegHue 12 mec 3abonesBline 6bin
BbISIBJIEHbl HE TOMIbKO Ha TEPPUTOPUM SHAEMMYHBIX CTPaH,
Ho 1 B ManaBsu n Mo3ambuke. Bce netr Mupa octatotes nog-
BEPXEHHbIMU PUCKY 3ab0neBaHUa MONMOMWENUTOM, MOKa
BMpPYC He 6yaeT MCKOpPEHEH MOBCEMECTHO. [1o Tex nop Hau-
JlydlWmm cnoco6 ans cTpaH MUHUMKU3MpPOBaTb PUCK U Nocnes-
CTBUSI 3apaKeHUs NoIMOMUENUTOM — 3TO NOAAEPHKMBATL
BbICOKMMN YPOBEHb PYTUHHOW WMMMYHW3ALMU U YCUEHHO-
ro anuaHaasopa Ans 6bICTPOro BbiiBAEHUSA 3aboneBaHus
MU MPUHATUSA afeKBaTHbIX OTBETHbIX Mep. WMHbIMKM crnoBa-
MU, CTPaTerus UCKOpPEeHEeHUA NnoJiMoMueNInTa OCHOBaHa
Ha nNpepoTBpalleHUn 3abGoneBaHUA NyTeM MMMyHU3a-
UMM KaxKaoro peGeHKa fo Tex Mop, rnoka nepepgaya
BUPYCOB He NMPEKPaTUTCA U MUP He CTaHeT CBOGOHbIM
OT 3TOM UHPEKLUHU.

Mpy NnpyMeHeHnn opasibHON NOIMOMUENTUTHON BaKLMHbI
(OMNB) ¢ HepocTaTOYHbIM OXBaTOM (MeHee 95%) popMupytoT-
CSl LLeNOYKM nepefayn BaKUMHHbIX MOJIMOBUPYCOB MEXAy
HENMPMBUTLIM KOHTUHIEHTOM C GOPMMPOBAHUEM KpawHe
OMaCHbIX MyTaHTHbIX LUITAMMOB, CNOCO6GHbIX Bbl3blBaTb Napa-
niMTu4yecKoe 3aboneBaHune. B 4HaCTHOCTH, K TaKUM MyTaHTaMm
OTHOCSATCS LUPKYAUpyOLWMUe noJMoBUPYCbl BaKUHHOI0O
npoucxoxxgenms (YMBBIT). Ocobyto TpeBOry Bbi3biBaeT
TOT PaKT, 4TO B HEKOTOPbIX PerMoHax Mupa npogomKaercs
BbIiBIeHME ciyqaeB WMHbeKuun, BbidBaHHOM UIBBII. Cam
daKT nosenenusa UlfBBIT — BaKHbI 0OBEKTUBHbIA MHAW-
KaTop HeOOCTAaTOYHOro YPOBHSA MPUBWUTOCTM HaCeNeHUs.
[MONHOCTbIO MMMYHU3UPOBAHHOE HacefeHne 3aluULLEHO
OT U3MEeHeHu n pacnpocTpaHeHus ul1BBI1. B cBsS3K ¢ 3TuM
KpalHe HacTopa)knBaeT TOT GaKT, 4To 3a nocneanune 12 mec
M3 pa3HblX CTpaH MMpPa aKTMBHO MNoOcCTynaeT MHdopMauus
0 perucTpauumn clyyaeB napanuTUYecKoro noiMomuenuTta,
Bbi3BaHHoro ul1BBIl, npuyem Bcex Tpex TUMNOB MOJMOBMU-
pycoB. Mo6anbHo B 2022 1. (aaHHble BO3 Ha 30 aBrycta
2022 r.) 6bIn1 3apernuctpupoBaH 261 cnyvyan napanutuye-
CKOro nonvomuenuTta, BoiaBaHHoro ulfBBI1 tuna 2, 10 cny-
YyaeB, BbI3BaHHbIX UIBBI TMna 1, n oanH cny4van ulBBI
Tvna 3.

B TagunkuctaHe ¢ 2020 r. yl1BBI1 TMna 2 6bis1 BbiSBNEH
B 06LLEN CIOXKHOCTM ¥ 35 AeTen ¢ KIMHUYECKOW KapTUHOM
ocTporo Bsanoro napanuya (OBIM). Kpome Toro, Bupyc 6bin



BblaeneH B o6pasuax, B3aTbix Yy 22 aeTen 6€3 Kakux-nmbo
cMMNTOMOB. B oTBeT Ha 3Ty BCMblWKY 6bl10 npoBeje-
HO 3 payHAa [AOMOAHWUTENIbHOW WMMMYHMU3aLWKU, OXBayeHo
99% ueneBOW rpynnbl AeTen B Bo3pacTe miajwe 6 net.
B 2021 r. Ha TeppuTOopuM YKpauHbl Ha ¢dOHe cTabuibHO
HW3KOro YPOBHS OXBaTa BaKLMHaLMEN NOATBEPKAEHA LMpP-
Kynaunsa ylBBI B AByx o6nacTtax ctpaHbl: POBHEHCKON —
Ha ceBepo-3anage M 3akapnaTCKoOM — Ha toro-sanage.
Cny4yan napanuMTM4yecKoro noMOMWeENnUTa, Bbl3BaHHbIE
uMBBIM TMna 2, 6b1KM AMarHoCcTUpPOBaHbl B OKTI6pe 2021 T.
y HEnpuWBUTOWM [AeBOYKM 17 mMec u B sHBape 2022 .
y HenpuBMTOro mManbyuka 2 net. Takxe ulBBI Tnna 2
Oblnn BblaeneHbl oT 18 310poBLIX AeTen. B mapte 2022 .
cllyd4a napanuMTUYecKOro noaMoMMUenuTa, Bbl3BaHHOMO
uMBBIM Tvna 3, 6bI1 NOATBEPXKAEH Y HENPUBUTOW AEBOY-
Kn 3 net 9 mec B Mepycanume (M3paunnb). 3aboneBaHue,
Bbl3BaHHOe UIMBBI TMna 2, 66110 NOATBEPKAEHO B Uione
2022 1. y HENPUBUTOro B3POCSOr0 U3 aMepUKaHCKOro
wraTa Hblo-MopK, B KOTOPOM OTMEYaeTCH camblit HU3KMIA
ypOBeHb OXxBaTa NpuBMBKamu. lpu 3aToM WTaMm BuUpyca
Obl1 FTEHETUYECKM CXOXK C IBYMS U3019TaMM NOAMOBUPYCOB,
BblAeNEeHHbIX U3 NPOG6 OKpYKatollen cpeabl B UtoHe 2022 T.
B Hblo-MopKe, a Takxe ¢ 06pa3LiamMu U3 OKpyKalolueit cpe-
Obl, 06HapyKeHHbIMK B UtoHe 2022 r. B JloHAoHe. C y4eToMm
3TOM HaxoAKkn O6beAMHEHHbIM KOMWUTET MO BaKUMHaLMK
M UMMYHM3aunn BennkobpuTaHnn CPOYHO peEKOMEH0BAN
nposeaeHne 6yctepusaumu geTam B Bo3pacTe OT 1 roga
[0 9 neT BO BCex panoHax JIoHAoHa C UCNoNb30BaHuU-
€M MHaKTMBUPOBAHHOW MOJMOBUPYCHOW BaKuuHbl (UTB).
OXknpaeTcs, 4TO 3Ta Mepa 06ecneynT BbICOKUIA YPOBEHb
3aWmnTbl U MOMOXKET CHU3WUTb PUCK AajbHENLWEro pacnpo-
CTpaHeHMs NOMOBUPYCOB.

B mapte 2022 r. EBponenckoe pervoHanbHoe 6opo
BO3 (EPB BO3) npusBano Bce cTpaHbl EBponencKkoro peru-
OHa MPWHATbL Mepbl OOLECTBEHHOrO 34pPaBOOXPaHEHUS
AN9 NPpodUNaKTUKK, BbISBNEHUS U ONepaTMBHOIO pearmpo-
BaHWS Ha CUTHanbl O BCMbIWKax 601e3HeNn, KOTOPbIE MOXKHO
npefoTBpaTUTb C NOMOLLbIO BaKUMH, YCUIWUTb aNMAHAA30p
3a MNOAMOBMPYCOM, B TOM YUCNE aKTMBHbIN MOWUCK He3a-
perncTpupoBaHHbix cnyyaeB OBIl M akTMBHOE BbiiBiEHWE
CNy4yaeB B MECTHbIX MEAMLMHCKUX YYPEXKAEHMAX, @ TaKKe
paclwumpeHne otéopa Npob y NML, KOHTaKTMPOBaBLUMX CO
BCceMM 60/bHbIMKU ¢ OBIT; yeunutb AONONHUTENbHbLIN HAA30pP
3a NO/IMOMMUENNTOM, B YAacTHOCTM HAA30p 3a OKpyXKatoLewn
cpefov ans BbIABAEHUSA NOGON CKPbITOW Mepeaayn BUPY-
ca. Takxke EPB BO3 npusBano ctpaHbl EBponeickoro
perMoHa nepecMoTrpetb U OGHOBUTb HaLUOHaJ/IbHble
nJlaHbl FOTOBHOCTU U pearMpoBaHUA Ha ciy4yau BUpYC-
HOro NoJIMOMMUENIUTA; NepecmMoTpeTb OXBaT MMMYHM-
3auuen Ha cyGHauMOHaNbHOM YPOBHE M cpeau rpynn
BbICOKOIO PUCKa Y NMPUHATb MePbI A1 €ro noBbilWEeHUs
npy BbiABJIEHUU TaKoW HeobGxogumocTu. EPE BO3 npu-
3Basio K 06ecnevyeHunto NoaHOro oxeaTa 6exeHLeB, paccMo-
TPEHMI0O BO3MOXHOCTW BaKLUMHALMKM NPOTUB NoaMomuenuTa
Cc ucnonb3oBaHuem WMIMB npubbiBalowmx aeten-6exeHuen
B BO3pacTe A0 6 NeT, KOTopble B MPOLWIOM MPONyCTUAM
KaKne-nMb0o nNnaHoBble NMPUBUBKM.

Cutyauus no nonvomuenuty B Poccun B HacTosilee
BpeMs oueHMBaeTca Kak 6naronofiydyHasl, ogHaKO coxpa-
HAlOWMECH BbICOKME PWUCKU MOSBAEHUA MOAMOMMUENUTa
Ha TeppuTopUKM conpenenbHbiX rocyaapcTs (TagXMKUCTaH,
YKpavHa u Ap.) Bbi3blBAOT CEPbE3HblE OMAaCeHUs B CBA3M
C pacTyLwen BO3MOXHOCTbIO 3aB03a 3TOM UHDEKUMKN Ha Tep-
puTopuio Poccuiickon deaepaumu.

JKcnepTbl NOAYEPKMBAOT BaXHOCTb MOAAEPIKAHUA
BbICOKOrO OXBaTa BaKUMHauuen 18 npobunakTUKu
napanuMTM4ecKoro NoAMOMMENUTa y AeTen B COOTBETCTBUM

CO BCEMW pEernaMeHTUpyoWwmMMn 1oOKyMeHTam1 1 npaBuna-
Mu, onpeaensowmmmn 60pb6by ¢ BUPYCOM NOIMOMUENHTA.

BaKkuuHauma npotMB nonnomuenuTa B Poccun aonxkHa
NPOBOWUTLCSH B COOTBETCTBUU C PEKOMEHAOBAHHbIM rpa-
¢GUKOM HaLMOHANBbHOIO KaseHaapa NpoduiakTUYECKUX
NPUBUBOK: B 3 Mec, 4,5 n 6 Mec U3HKU C nocneayowen
peBakunHauunen B 18 n 20 mec, a TakKe B 6 nert. Npuyem
Q19 BbINOJIHEHWS NEPBUYHON BaKLMHALMK U NEPBON peBak-
UMHaUKUK y BCcex geTen gomxHa npumeHsatocs UMB, dopmu-
pylollas MMMYHHYIO 3alUMTy KO BCEM Tpem Tunam Bupyca
noanomMuenuTa.

OyeHb BaXHO, YTO6GbI Bpay Nto60on cneumanbHOCTU Bbin
BHMMAaTeNeH K npoueccy BaKuMHaLMW CBOEro nauueH-
Ta. Tak, Heo6xoaAMMO BECTM MOCTOSHHbIA KOHTPONb BaK-
UMHaNbHOro aHamMHe3a y nauveHTa Ha npueme n60ro
cneuuanucTa ¢ nocneayolwmm 6e3otnarateflbHbiM NpoBe-
[IeHWEeM [AOroHSAILUIERn UMMYHM3aLMK, eCcin 3TO HeobXxoau-
Mo. PekomeHaoBaHO nepecmoTpeTb Bce Cllydyan MeauLmH-
CKMX OTBOJOB M OTKA30B OT NPOdUNIAKTUYECKUX NMPUBUBOK
M HaCTOATENbHO PEKOMEHAOBAaTb CKOpeWllee npoBeaeHue
BaKLUMHaLUMMK.

Cnenyet NOMHWTb, 4TO HauboNblieMY PUCKY 3abone-
BaHWS MNOJMOMWENUTOM MOABEPIKEHbI AETW, MONyYMBLUME
MeHee 3 MPUBMBOK WM MPUBUTbIE C HAPYLIEHWEM CXEMBbI
UMMYHM3aLMWU, PEKOMEHAOBAHHON HaLMOHaNbHbIM KafieH-
fapem npodunakTUYecKnx NPUBMBOK.

CTOMUT TaKKe HaNOMHMWTb, YTO OTCPOYKa NPU NPOBEAEHUN
oyepeaHON NNaHOBOW BaKUMHALWMK B AETCKOM BO3pacTe
NPUBOAMUT K HapPYLUEHUIO PEKOMEHJOBAHHOW CXEMbI, Cllef0-
BaTeNIbHO, U K CHUXEHUIO ee 3bPEeKTUBHOCTU. BaKkunHauma
[I0/KHa ObiTb BO306HOBMIEHA M MPOJO/IKEHA BBEAEHUEM
OCTaBLUErocs KonMyecTBa PEKOMEHA0BaAHHbIX 103 BaKLUHbI.

HeobxoauMbIM YCNOBMEM YCMNEWHON BaKUMHOMPOPU-
NIAKTUKK GBASIOTCA aKTMBHAsA MHGOPMALMOHHO-NPOCBETHU-
TenbCKas AesfATeNbHOCTb — KaK B 06LEecTBe, Tak U cpeau
MEWLMHCKUX CneLmanmMcToB — Mo BONpocam yrpoxaemomn
pacnpocTpaHsaowencs MHPEKUNN U KUBHEHHO BaXKHOro
NpoBeAEHNUA UMMYHU3aALMMN.

Cepbe3Hoe GeCnoKOMCTBO Bbi3bIBAOT BCE elle cylle-
CTBYIOLIME MHOIOYMUCNEHHbIE OTKA3bl POAUTENEN OT BaKLMU-
HaLWW NPOTMB NoAMOMUENUTa, 0COGEHHO B HEKOTOPbLIX Peru-
oHax CeBepHoro KaBkasa. [1o aTol npuyinHe o6pa3lyetcs
nonynauMa aeTer ¢ NoBbILEHHbIM PUCKOM GOPMUMPOBAHMUSA
W umpkynsaumm ulflBBIl, puckom peannsaunn 3aHoca OUKOro
nonuosupyca. B faHHOM cUTyalLMK KaK HUKOrga Heo6xoamMma
yeTKas npodeccuoHanbHaa nos3numus MeauLUHCKUX paboT-
HWKOB B OTHOLLIEHWUW UMMYHM3ALIMK, NPUYEM GOPMUPOBaAHME
3TOM MO3MUMKM cneayeT HavyvHaTb B MEAMLMHCKWUX By3ax.
Kak H1Koraa Bo3pacTaeT posib PENUTMO3HbIX TMAEPOB, Neaa-
roroB o6pasoBaTefibHblX OpPraHu3aLui, KoTopble BMeEcTe
C MEWUMHCKUMU pabOoTHMKAMWU AO0MKHbI B3aMMOAENCTBO-
BaTb C poAUTENs MM Ana obecrneyeHnss UMMyHU3aLuKn eTewn.

Kpome Toro, B COOTBETCTBUMN C HOPMATUBHbIMU JOKYMEH-
TamMu, He06X0AMMO OCYLLECTBNAATbL MEPOMNPUATUA HE TONIbKO
Nno opraHu3aunn BaKLUMHONPOPUIAKTUKK, HO U MO MOHUTO-
PUHTY 3a BO36yauTeNnem B OObEKTaX OKpYXatollen cpesbl
M 3a NpoBefeHMEM MNOAYULLAIOWMX TYPOBbIX BaKLMHALMUK
B pPervoHax wauM cooblecTBax C BbICOKMUM PUCKOM pac-
npocTpaHeHns nonnomuenuta. lNepeBocTteneHHoe BHUMaHWe
[IOMKHO yaensaTbca AeTaM, NPUObIBLIMM M3 HebGnaronosnyy-
HbIX MO NOSIMOMUENUTY pernoHoB (TagKMKUCTaH, YKpauHa,
6exeHupbl 13 AHP, JIHP, XapbKoBcKasa 1 3anopoxckas obna-
cTv 1 ap.). Cneagyet NOMHKUTb, YTO, B COOTBETCTBUMN C PEKO-
MeHaauunammn EPB BO3 1 ¢ NocTtaHoBNeHMeM MaBHOMoO CaHu-
TapHoro Bpayva Poccuickon ®enepaumu, JeTei, BbexaBLUMX
Ha Tepputopuio PP ¢ tepputopuit JIHP, [IHP, XapbKoBCKO/
n 3anoporKcKoy 061acTei U T.4. U MPOXKUBAIOLMX B NMyHKTax
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FROM THE UNION OF PEDIATRICIANS OF RUSSIA

WH®OPMALIUA COIO3A NEAUATPOB POCCUU

BpeMeHHOro pas3melleHuns, HermipuBUTbIX U HE UMeELNX
cBeJleHUi 0 NpuBHBKax, HE06XoAUMO NPUBUBATb NPOTUB
nonuoBupyca ¢ ucnonbsosanunem UMNB, a Takxke npoTns
ApYyrux BaKuMHOMNpPenoTBPaTUMbIX MHDEKLMIA C UCMOJIb30Ba-
HMEM COOTBETCTBYIOLWWX BaKLUH.

UCTOYHUKMU

MMeHHO cBOoeBpeMeHHas BaKUMHALNSG B COOTBETCTBUM
C HalUMOHaNbHbIM KaneHgapem NPUMBMBOK M MoaaepKaHue
LUMPOKOro OxBaTa MO3BOJIUT YCTAHOBUTb UMMYHOJIOrMYe-
CKUW LWKT NPOTUB FPO3HOMN MHDEKLMN U 0BECTEUYUT Haaex-
HbI KOHTPOJb 3@ pacnpocTpaHeHMeM BO36yaUTENS.

1. Global Polio
polioeradication.org
2. WHO. Poliomyelitis (polio): https://www.who.int/health-topics/
poliomyelitis#tab=tab_1

3. GPEL Circulating vaccine-derived poliovirus: https://polioeradi-
cation.org/polio-today/polio-now/this-week/circulating-vaccine-
derived-poliovirus/

4. Tpecc-penus EPB BO3 ot 28 anpensa 2022 r.: https://www.who.
int/europe/ru/news/item/28-04-2022-comprehensive-outbreak-
response-successfully-stops-spread-of-polio-in-tajikistan

5. MMpukas MuH3gpaBa Poccun o1 6 aekabps 2021 r. N° 1122H
«06 yTBEpKAEHUM HALMOHANbHOrO KaneHaaps npoduaaKTU4eCcKux
NPUBUBOK, KaneHaaps npodunaKTMHecKUx NPUBMBOK MO aNMaemu-
YECKUM MNOKa3aHuWaM M NopsiaKa NpoBeAeHUs MpodunaKTUYECKuX
NPUBUBOK»

6. MucbMo MwuHsgpaBa Poccun ot 21 sgHBapa 2022 .
Ne 15-2/M1/2-806 «O HanpaBneHWM METOAMYECKUX PEeKOMeHAal i
no npoBefeHWto NPOodUNaKTUYECKMX MPUBMBOK B COOTBETCTBUM
c npukasom MuH3sgpaBa Poccun oT 6 gexkabps 2021 r. N 1122H
«06 yTBEPXKAEHUM HaLMOHaNbHOro KaneHaaps npodunakTUyecKux
NPUBUBOK, KaneHaaps npodunakTMHecKux NpUBMBOK MO 3NuAemMu-
YEeCKMM MOKa3aHusaM W nopsafKka NpoBeAeHWs NPodPuaaKTUHECKMUX
NPUBUBOK»

7. EPB BO3. O6ecneyeHne 6exeHLEeB ycayramu no MMMyHU3aLMK:
PYKOBOACTBO 419 MPUHMMAIOLLMUX CTPaH B YCI0BKAX MaccoBoro nepe-

Eradication Initiative (GPEl): https://

MelLleHUs HaceneHus M3 YKpauHbl, mapT 2022: https://apps.who.
int/iris/handle/10665,/352501

8. ToctaHoBneHWe MMaBHOro rocyaapcTBEHHOro CaHWTapHOro Bpa-
ya Poccuiickon ®epepaunn ot 05 anpens 2022 r. N2 11 «O npose-
[EHUN NoAYMLLaOLLIEN UMMYHU3ALIMM NPOTUB NoanomuenuTa B 2022
roay»

9. ECDC. Update on the polio situation in the EU/EEA and the
world, 16 Aug 2022: https://www.ecdc.europa.eu/en/news-
events/update-polio-situation-eueea-and-world

10. UKHSA. All children aged 1 to 9 in London to be offered a dose
of polio vaccine, 10 August 2022: https://www.gov.uk/government/
news/all-children-aged-1-to-9-in-london-to-be-offered-a-dose-of-
polio-vaccine

11. Public Health Response to a Case of Paralytic Poliomyelitis in an
Unvaccinated Person and Detection of Poliovirus in Wastewater —
New York, June—August 2022. Weekly / August 19, 2022 /
71(33);1065-1068 https://www.cdc.gov/mmwr/volumes/71/wr/
mm7133e2.htm

12. GPEI. Updated statement on report of polio detection in United
States, 29 July 2022: https://polioeradication.org/news-post/
report-of-polio-detection-in-united-states/

13. Hill M, Bandyopadhyay AS, Pollard AJ. Emergence of vaccine-
derived poliovirus in high-income settings in the absence of oral
polio vaccine use. The Lancet. 2022 Sep 3;400(10354):713-715.
https://doi.org/10.1016/S0140-6736(22)01582-3

HamaszoBa-bapaHoBa Jleiina CerimypoBHa — pykoBoautens HUW neamnatpum n oxpaHbl 3a0poBbs aeter HKLL N°2 dIrEHY
«PHUX um. akag. b.B. lNeTpoBckoro» MMHo6pHaykn Poccuu, 3aBegytollas Kadeapon pakynsTeTCKOW neguatpum neanaTpu-
yecKkoro ¢akynsreta PrA0y BO PHUMY um. H.U. MNMuporosa MuH3apaBa Poccuu, rnaBHbIM BHELWTaTHbIN AETCKUI cneunanuct
no npodunakTnieckon megnumHe Munaapasa Poccun, MNpesunaeHT Coto3a negmatpoB Poccuu, npeacenatens Hesasucrnmoro
3KCMNEepPTHOro coto3a B o6nactn nmmyHonpodunaktukun (NITAG) PP, nacT-npe3anaeHT EBponenckon negnaTpnyecKom accoum-
aunn (EPA/UNEPSA), uneH 6topo Mcnonkoma MexayHapogHon neanatpuyeckon accoumauun (IPA), akagemunk PAH, a.M.H.,
npodeccop

bapaHoB AnekcaHap AnekcaHApoBMY — [NlaBHbIM BHELWTaTHbIM crieyMannct neamvatp MuH3gpaBa Poccuu, NOYETHbIN
npe3unaeHT Coto3a negmMaTpoB Poccun, coBETHUK pykoBoauTens HUW neamnatpum u oxpanbl 3go0poBbsa aeten HKL N2 drbHY
«PHUX nm. akaa. B.B. MeTtpoBcKoro», npodeccop Kadpeapbl neanatpum n getckon pesmatonorum ®rAQy BO «epsbit MITMY
um. .M. CeyeHoBa» MuH3apaBa Poccuum (CeveHoBCKUI YHUBEPCUTET), akagemuk PAH, A.M.H., npodeccop

Bpnko Hnkonau MBaHoBUY — aMpeKTop MHCTUTYyTa 06LIECTBEHHOIO 340p0Bbs M. P.D. pncmaHa, 3aBeayoumni Kade-
LPOW 3NUAEMUONOTMU U LOKa3aTeNbHOM MeauLMHbl MeauKo-npobunaktuieckoro darynsteta ®rA0y BO «[lepBbin MITMY
um. .M. CeyeHoBa» (CeyeHOBCKMIM YHUBepcUTET) MMH3apaBa Poccuu, A.M.H., npodeccop

MBaHoBa Onbra EBreHbeBHa — BefYLIMMA Hay4Hbl coTpyaHUMK PIAHY «DepepanbHbI HayYHbIA LEHTP MCCneaoBaHUN
M pa3paboTKn MMMyHOGHoNornyeckmx npenapatos um. M.I. Yymakosa PAH» (MHCTUTYT nonnomuenuta), npodeccop Kade-
APbl OpraHn3aLmm 1 TEXHONOMMKU NPOU3BOACTBA MMMYHOBMONOrMYECKUX NpenapaToB MHCTUTYTa papMaLmm U TPaHCASLMOH-
Hon meaunumHbl PFAQY BO «MepBbii MITMY nm. U.M. CeveHoBa MuH3apaBa Poccum» (Ce4eHOBCKUIM YHUBEPCUTET), PYKOBOAMK-
Tenb pedepeHc-LueHTpa BO3 no nonnomMmenuTy 1 aHTepoBupycam, YieH YpeasbiuyanHoro kommteta MMCIT no nonnoBupycy
(BO3), 4.M.H.

KoctnuHoB Muxaunn [leTpoBMY — rNaBHbIM Hay4YHbIM COTPYAHWUK, 3aBefylolui nabopaTtopuen BaKUUMHONPOPUNIAKTUKK
M UMMyHOTEpanuu annepruyeckux sabonesaHun PIrbHY «HayyHo-uccnegoBaTenbCKMW WMHCTUTYT BaKLUMH M CbIBOPOTOK
num. .. MeyHnKoBa», 3aCNy>KeHHbIN aesatenb Haykn PO, uneH-kopp. PAH, a.M.H., npodeccop

lMonnbuH PomaH BnagnmupoBuMy — TNaBHbIM BHELWTaTHbIM cneunanuct anungemumonor MuHsgpasa Poccun, 3amecTtu-
TeNb AMPEKTOPa No Hay4yHoW paboTte MHCTUTyTa o6uecTBeHHOro 340p0BbsA M. D.P. IpucmanHa PrAQY BO «Mepsbii MITMY
um. .M. CeyeHoBa MuH3apaBa Poccum» (Ce4eHOBCKUI YHUBEPCUTET), K.M.H.



PruwjeB Anekcen OpbeBny — AoLEHT Kadpeapbl MHPEKLMOHHbIX 601e3HEN Yy AeTel neanatTpuyeckoro dakynobreta Praoy
BO PHUMY um. H.N. NMuporosa MuHsapasa Poccuu, rnaBHbI BHELTATHbINA CNeumManmucT No UHOEKLUNOHHbIM 60/1e€3HAM Y AeTewn
B LLAO 3 r. MOCKBbI, BeAyLWM1i Hay4HbI COTPYAHUK OTAena pa3paboTKU Hay4YHbIX MOAXOLOB K MMMYyHW3aLMK NaLMeHTOB
C OTKJIOHEHUSIMWU B COCTOSIHUM 3L0POBbS U XPOHUYECKMMU Bone3Hamun HUW negmaTtpum v oxpaHbl 30poBbs geten HKL, Ne2
PrbHY «PHUX um. akag. b.B. MNeTpoBcKkoro» MMHo6pHayKku Poccuu, K.M.H.

YyuarikuH Bacunuii degopoBuy — npe3naeHT Accoumalmm neanmaTpoB-MHOEKLIMOHUCTOB, akaaeMunk PAH, A.M.H., npo-
deccop

®PenoceeHko MapuHa BnagrncnaBoBHa — 3aBeaytollas 0TAenoM pa3paboTKM HayyYHbIX MOAX0A0B K UMMYHM3aUMK Nauu-
€HTOB C OTK/IOHEHUAMW B COCTOSIHUWU 310POBbS U XPOHUYECKUMU 6ONE3HAMK, BEAYL MM Hay4HbIK cOoTpyaHUK HUW negnatpun
1 oxpaHbl 3a0poBbsa aeten HKL, N°2 dIrbHY «PHLX um. akaa. B.B. MNeTtpoBckoro» MnHo6pHaykmn Poccun, goueHT Kadeapbl
daKynbTeTCKOM Negnatpun negnatpuyeckoro dakynsreta ®rA0y BO PHUMY wnm. H.U. NMuporosa MuHagpasa Poccuu, K.M.H.

denbabniom MpuHa BuktopoBHa — 3aBegyowasn kadeapon anvgemunonorum Grb0y BO «[lepmMcKui rocygapCTBEHHbIV
MEeAULMHCKUIM YHUBEPCUTET M. aKad. E.A. BarHepa» MuHagpasa Poccuu, yneH-kopp. PAH, a.M.H., npodeccop

YynaHoB Bnagumup eTpoBmY — rnaBHbIM BHEWTATHbIM creuManncT no MHOEKLMOHHbIM 60ne3HaM MuHaapaBa Poccun,
3aMecTUTeNb JMPEKTOPA NO Hay4yHOM paboTe U MHHOBALMOHHOMY pa3BuTuio PIBY «<HauMoHanbHbIM MEAULIMHCKUIA Uccneno-
BaTE/IbCKUMN LEHTP PTUSNOMYIbMOHONOMMU U MHPEKLMOHHbBIX 3ab6oneBaHui» MuUH3apaBa Poccuu, 4.M.H., npodeccop

LlakapssH ApmeH KapeHoBMY — Hay4HblIM COTPYAHUK KAMHU4YecKoro otgena PrAHY «dPepepanbHbii Hay4YHbIM LEHTP
uccnegoBaHui M pa3paboTKM UMMYHOGHONOrMYeckux npenapatos um. M.IM. YymakoBa PAH» (MHCTUTYT nonvomuenura),
npeacenatenb KOMUCCUU MO AMArHOCTUKE NOMMOMMUENUTA U OCTPLIX BANbIX Nape3oB PocnoTtpebHaasopa P®, skcnept BO3
Mo NOIMOMUENHUTY, K.M.H.

LlamweBa Onbra BacnibeBHa — reHepanbHbli AMpeKTop Accoumanmnm neguaTpoB-nHOEKLMOHUCTOB, 3aBeaytollas Kade-
NPON MHDEKLIMOHHbBIX 6oNe3Hen y aeten neanatpuyeckoro dakynsteta Pra0y BO PHUMY um. H.W. NMuporosa MuH3agpaBa
Poccuu, g.M.H., npodeccop
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