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B 0630pe 0606LieHbl cBEAEHUS 0 HYyHaH-Nog06HOM CMHAPOME C BbinageHnem Bosioc B ¢pase aHareHa (HIICBB®A) ns rpyn-
bl RAS-natnn. PaccMOTpeHbl reHeTU4eCKHe acrneKThbl CUHAPOMA, NaToreHes, KIMHUYeCKMe MposiBeHNs 1 conyTCcTByOLmMeE
cocTosiHus. O6eyxaaeTes andoepeHumabHas AMarHoCcTMKa Mexay AByMS FeHETUYECKM reTeporeHHbiMu Tunamu HITCBB®A,
BbI3BaHHbIMW n3MeHeHusiMu B reHax SHOC2 (HINCBB®A1) n PPP1CB (HMICBB®A2). lNpeacTtaBaeHo onucaHue nalueHTa
¢ noaTBepxaeHHbIM HIICBB®A1. 0630p npeaHa3Ha4yeH A/1s NoBbILLEHUS 0CBEOMIEHHOCTU BpayeH, B TOM YUC/ie B BOMpPO-
cax reHotTun-peHoTUNMYecKmx Koppensumi npu HICBB®A. lNocnegHee HEO6X0ANMMO A1 TEHETUYECKOrO KOHCY/IbTMPOBA-
HUS, AMArHOCTUKU M pa3paboTKM HOBbIX METOAOB JIEYEHUS] N peabuanTaLmm.
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BBEJEHME MOJIEKYN), Fpynna reHeTM4ecKmux 3aboneBaHnin, Bbi3blBae-
HyHaH-Nnogo6HbIM CMHAPOM C BbiNaAeHWEM BOSIOC B Ga3ze MbIX N@TOreHHbIMU U3MEHEHUAMMU FTEHOB CUrHaNBbHOro NyTH
aHareHa (HMCBB®A; OMIM #607721, OMIM #617506) — RAS/MAPK (mitogen-activated protein kinase — muToren-
penkass RAS-natus (RAS — cemMencTBO MasblX ryaHO3WH- aKTMBMpyeMasi NpoTEMHKMHAa3a), YTO NMPUBOAMUT K runep-

TpudocohaTtas (G-6enKn) — BHYTPUKIETOUYHbIX CUTHANbHbIX aKTMBaLMKW Nepefayn BHYTPUKIETOYHbIX curHanos [1].
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B COBOKynHOCTM pacnpocTpaHeHHOCTb Bcex RAS-natum
coctaBnser 1 Ha 1-2,5 Tbic. geten [2]. Y nauueHToB
¢ RAS-natuen dopmupyetca y3aHaBaeMbli NaTTepH CUCTEM-
HOro MOpa*KeHWs: OTAUYMUTENbHbIE YepTbl NMua, Kapauo-
naTun, aHoOManuK pocTa U CKefeTa, HEMPOKOrHUTUBHbIE
HapylweHUs pasfiM4HOM CTEeNeHW BblPaXEeHHOCTU, BKIOYas
3alePXKKy pas3BUTUS HEPBHOW CUCTEMbI, UHTENIEKTYallbHble
HapylweHns, AedUUUT BHUMAHUS W TUNepakTMBHOCTb [3].
YacTblo cnektpa RAS-natui, nommmo HICBB®A, aBnstoT-
cs cuHapom HyHaH (OMIM #163950), cuHgpom Koctenno
(OMIM #218040), KoxHOo-n1ueBorn cuHapom (OMIM #115150),
CUHAPOM HyHaH ¢ MHOXeCTBeHHbIMU eHTuro (OMIM #151100),
HenpodubpomaTtos, Tvn | (OMIM #162200) [4].

MNepBoe onucavne HIMCBB®A 6bi10 npeactaBieHo
A. Tosti n coaBT. (1991), KoTOpble 0GHAPYXUAN Y AEBOYKMK
B Bo3pacTe 4,5 net ¢ GeHOTUNNYECKUMM NPU3HAKaMU CUHA-
poMa HyHaH KOpOTKMEe, CBET/ble BOJOCHI, KOTOPbIE JIEMKO
Bblaeprusanuco [5]. Mo gaHHbIM TpUxorpaMmbl y pebeHKa
OblNX BbISIB/IEHbI HApYLLEHUSA pocTa BONoC B dpas3e aHareHa.
B 1997 r. aHanornM4yHble NposiBneHns cuHapoma HyHaH Gbinm
onucaHbl y 5-neTHero Manbyuka [6]. L. Mazzanti u coaBT.
(2003) noBTOpHO 06GCNeaoBanu 3TUX AETEW U, KpOME TOro,
ony6/MKOBanuM MCTOPMIO elle OAHOro nauuveHTa ¢ nogob-
HbiM GEHOTUMNOM, KOTOPbIM XapaKTepu3oBancs JMLEBLIMU
aHoMasnuMsMKu, CBOWCTBEHHbIMW CUHAPOMY HyHaH, a Takxke
HW3KOPOCNOCTbIO C AedULMTOM ropMOHa pocTa, YMCTBEH-
HOWM OTCTanocCTbio, Makpouedanmen, BPOXKAEHHbIM NOPOKOM
cepaua, rHycaBbiM rOfI0OCOM, 3KTOAEPMasbHbIMW aHOMasnu-
AMUW, BKIIOYAOWUMK pelkue, MeASIEHHO pacTyuime, TOHK1e
BOJIOCbI, KOTOPbIE JIEFKO BblAEPrMBaanUCh, PELUMANBUPYIOLLYIO
3K3EMY, UXTMO3, rMNepnurMmeHTaunio Koxu [7]. CoyetaHune
CUMNTOMOB 6blNI0 BbIAENEHO B HOBbIM CUHAPOM, OT/IMYHBIN
OT cuHApoMa HyHaH, KoTopbli 6bi1 Ha3BaH HyHaH-Noao6HbIM
CMHAPOMOM C BbiNafeHneM Bosoc B pas3e aHareHa (B aHrno-
A3bIYHOW NUTEpaType MCMONb3yT albTepHaTUBHbIE Ha3Ba-
HUA No GamMuInMK aBTOPOB, ero OnMcaBLIKX: CUHAPOM TOCTH,
cuHgpom MauuaHTn) [5, 7]. CuHapom HacnegyeTcs no ayro-
COMHO-JOMUHAHTHOMY TuMy [8], BO3MOXHO BO3HUKHOBEHME
cnyyaes de novo [9-11].

MATOFEHE3

CurHanbHbitn nyTb RAS/MAPK (TaKxe W3BECTHbIN
Kak RAS-RAF-MEK-ERK, rae RAF (rapidly accelerated
fibrosarcoma) — cemencTBO CepuH/TPEOHUH-MPOTEUHKHN-
Ha3, MEK (MAPK/ERK kinase) — KWMHa3a, aKTuBupytoLwas
ERK (extracellular signal-regulated kinase) — BHeKneTou-
HO PEryMpyemMyto BHYTPUKIETOUYHYIO CEPUH/TPEOHUHOBYIO
NPOTEUHKUHA3Y) ABNSETCA BaXKHEWWMM KacKagom nepe-
[layn CUrHanoB OT peLenTopa C MOBEPXHOCTU KIIETKU BHYTPb
aapa. IT0T NyTb 3a4eNCTBOBaAH B 60/1bLWOM KO/IMYECTBE HOP-
ManbHbIX (Mponudepauns, anontosd, AuddepeHLMPOBKa,
MeTaboIn3M, UMMYHHbIM OTBET, IMOPUOHANIbHOE Pa3BUTHE,
MopdoreHe3 TKaHen n GopmMMpoBaHUe opraHn3ma) 1 nato-
JNIOTMYECKMX KIIETOYHBIX MPOLEeccoB (MHBa3Ws, mMeTacTasu-
poBaHMe M aHrnoreHes onyxonu) [12—-14]. AKTMBaTopamu
CUTHaNbHOro nyTu, TakK Ha3blBaeMblMU OUHAPHbIMU Mepe-
Kntovyatenamu, asnatotca RAS-6enkn KRAS (Kirsten rat
sarcoma), NRAS (neuroblastoma rat sarcoma) n HRAS
(Harvey rat sarcoma), pacroJfio}KeHHble Ha BHYTPEHHEMN
NOBEPXHOCTU KNETOYHOW MeMbpaHbl. B HOpManbHbIX K1eT-
Kax 60nblWKHCTBO RAS-6en1KOB HaxoasdTcs B HEAKTUBHOM
COCTOSIHMUW. B OTBET Ha BHEKJIETOYHBIN CUrHas Yepes dbaKTo-
pbl pocTa, CBA3bIBAOWMECH C peLenTopaMu TUPO3UHKHK-
Ha3, peuenTopamu, conpsxeHHbiIMM ¢ RAS (G-6enKom),
peuenTopamMu LUTOKMHOB Y BHEKJIETOYHOIO MaTpuKca, 1Mo

B pe3yfibTaTe akTMBaLuumM U3MEHEHUIN B reHax, KOAUPYIOLLMX
KOMMOHEHTbI curHanbHoro nytt RAS/MAP (M3BECTHO OKO-
no 20 [15]), npoucxoauT BbipabOTKa NOCTOAHHO aKTUBUPO-
BaHHbIX RAS-6enkoB, BbI3blBalOWMX HeNpeaHaMepeHHYo
rMNepaKTUBHYIO Nepefady CUrHanoB BHYTPU KIETKK, Aaxe
nocnie npexkpaweHuss NOCTyniaeHUs 3TUX curHanos [16].
Mpwn atom renbl NF1 v SPRED1 0encTBYIOT KakK HEraTUBHbIE
abdeKTOPbI, KOTOPLIE MOAABNASIOT MW OrPaHUYMBAIOT aKTUB-
HOCTb CMrHanbHoro nytu. Aktnueauunsa RAS pekpytupyeT RAF,
KoTopas sBnseTca nepson MAP-KMHa30M aToro nytu. 3atem
RAF docdhopunupyet n aktneupyet MEK1/2, a Ta, B CBOIO
oyepeab, aktuBupyet ERK1/2 (nocpeactBoM [ABOWMHOrO
dochopunmpoBaHms No TUPO3UHY U TPEOHMHY). MocnegHune
ABNAOTCA KOHEYHbIMW 3dDbEKTopamMu CUTHANBHOrO MyTw,
KOHTPOMIMPYIOWMMM @KTUBHOCTb KaK BHYTPUSAEPHbIX, TaK
MU UMTO30/bHbIX 6enKkoB. 3atem ERK1/2 aKktuBupyeT cy6-
cTpaTbl FOs v Jun, 4TO B KOHEYHOM UTOre NPUBOAMT K TPaHC-
KPUNUMOHHOW aKTMBaLMKU reHoB, Y4acTBYIOWMX B nponnde-
pauun 1 BbXXMBAHUU KNETOK (CM. PUCYHOK) [2]. AKTnBaLUS
nytn ERK1/2 3anyckaeT Takxe W B3aMMOAEWCTBME Kap-
KacHbIXx 6enkoB SHOC2 ¢ y6UKBUTUH-cNeLndUYecKomn npo-
Tea3on USP7, HapylleHne CBSA3biIBaHUS KOTOPbIX NPUBOAUT
K aHOManbHOW aKTUBaALMKU CUTHaNbHOTO nyTu [17].

FTEHETUMECKUE XAPAKTEPUCTUKH

PasnuyaloT ABa reHETMYEeCKUM TeTeporeHHbIXx Tuna
HMCBB®A. Tun HMNCBB®ALl Bbi3dBaH WM3MEHEHWSIMU TeHa
SHOC2 (OMIM #602775), pacnonoXeHHOro B JIOKyce
10925.2 v Koanpyowero oAHOMMEHHbIN KapKacHbIM 6eNoK,
BKOYaowWwmm N-KOHLEBYtO 06n1acTb, 60ratylo JM3MHOM,
1 nocnegywouwme 19 6oraTbix NenMunHom nosTopoB [18].
Benok SHOC2 dyHKUMOHMPYET Mexay 6enkamu RAS u cBo-
UM 3pDEKTOPOM — MPOTOOHKOrEHHOW CEPUH/TPEOHUHOBOW
npoteMHknHason RAF1 [19, 20]. OH ocyliecTBAsSieT NepeHoc
RAF1 K nnasmatnyeckon MemMbpaHe 1 3aTem MHULMUPYET ero
KaTalMTUYeCKyl0 aKTUBHOCTb [21]. Shoc2-onocpenoBaHHble
CUrHabl PErynupytoT reHHble NMPOrpamMmbl Ha HECKONbKMX
YPOBHS$IX, BK/IOYAs IKCMNPECCHIO TEHOB, KOAMPYIOLLMX BENKK
W PerynaTopbl BHEKNETOYHOro MatpuKkca [22]. Mpu nameHe-
HUW CTPYKTYpbl 6enKa BCNeACcTBME BO3HUKHOBEHWUS abep-
paHTHOro BapuaHTa reHa SHOC2 npoucxoauT HapylweHue
ero cnoco6bHocTn B3ammoaencteoBatb ¢ PP1C (npotenHdoc-
doTaza 1C), 4To NPUBOAMT K HEAOCTATOYHOCTU aKTUBHOCTHU
KnHa3sbl RAF1, nameHeHuto paboTtbl ERK1 1 ERK2. B pe3ynb-
TaTe HapywatloTcs pocT 1 auddepeHLMpoBKa KNETOK, pasBu-
BalOTCH XapaKTepHble AN AaHHOro CUHAPOMA KIIMHUYECKHUE
nposiBnexus [23].

V. Cordeddu u coaBT. (2009) BnepsBble 0GHAPYXWUIU,
410 B ocHoBe HIMCBB®AL nexut mucceHc-BapuaHT c.4A>G
reHa SHOC2, npuBoAslWMIA K aMWUHOKUC/IOTHOM 3aMeHe
p.Ser2Gly, KOTOpbIN CO3[4aeT HOBbIM CaWT y3HaBaHWA AN
N-KOHLLEBOIrO MUPUCTOMIMPOBAHKS, Bbi3biBas abeppaHTHOe
HauennsaHue 6enka SHOC2 Ha nna3maTuyecKyto MeMbpaHy
W HapylweHne ero TpaHcnokaumm B 94po [18].

V. Hannig n coaBt. (2014) naeHtnduumpoBaim HOBbIN
GYHKUMOHaNbHbIN BapuaHT reHa SHOC2 (c.519G>A;
p.M173l) y 2 nauueHToB: y 5-neTHer AEBOYKM C Yepen-
HO-TMLIEBBIMW OCOBEHHOCTSIMU, HAaNOMUHAKOLWMMU CUHAPOM
HyHaH, peakvMun, MeaIeHHO pacTywmMMun Boaocamu B dase
aHareHa, NerkMMm KOrHUTMBHbLIMU HapYLWEHUSMU, HO C HOP-
MasibHbIM POCTOM, OTCYTCTBMEM aHOMalIMK Pa3BUTUS cepaLa
W rMnepnurMeHTaLmmn KoxKKu 1y ee oTua, UMEIOLLEero BbICOKMM
POCT, pefikne BOMOChI, JIETKUA UHTENNEKTYallbHbIA AeduumT
N KIIMHUYECKMEe 0COBEHHOCTH, KOTOPbIE BHO HE yKa3blBau
Ha Hanunyne RAS-natuu [8].
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PucyHok. Cxema curHanbHoro nytu RAS-MAPK (3aumctBoBaHo 13 [2])
Figure. RAS-MAPK-signal transmission pathway (adopted from [2])
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lMpumevanune. RTK (receptor tyrosine kinase) — peuenTtop TMpo3unHkunHasbl; FGFR (fibroblast growth factor receptor) — peuentop dakropa
pocta ¢ubpobnactoB; GRB2 (growth factor receptor-bound protein 2) — 6enok, cBsi3blBalOWMIN peLentopbl GaKTopoB pocCTa;
SOS (son of sevenless) — ryaHWH-HYKNeoTMA-06MeHHbIN daKkTop (GEF), aKktuBupytowwmin manble GTP-a3bl cemeictBa RAS;
SHP2 (Src homology 2 domain-containing phosphatase 2, docdataza 2 ¢ gOMEHaMM romMonoruu Src 2-ro TMna) — BHYTPUKNETOYHAN
TMpo3unHdbocdaTasa, ydacTByolas B nepejaye CUrHanoB oOT pelentopoB dakTopoB pocta yepe3 nytb RAS/MAPK; NF1 (neurofibromin 1) —
HenpodunbpomuH 1; GEF (guanine nucleotide exchange factor) — daktop o6mMeHa ryaHMHOBbIX HyKneotnaos; GTP/GDP — ryaHo3uHTpudocdat/
ryaHosuHandocdat; RAS (rat sarcoma) — cemMencTBO Manbix ryaHosuHTpudocdatas (G-6enku); RAF (rapidly accelerated fibrosarcoma) —
CEeMeNCTBO CEPUH/TPEOHUH-NPOTEUHKMHAS, Y4aCTBYIOLWMX B CUrHanbHOM Kackage RAS/MAPK; MEK (MAPK/ERK kinase) — cepuH/TpeoHnHoBas
M TUPO3MHOBAs KMHa3a (KMHa3a ABOMHOM cneunduyHocTu), dochopunupytowas ERK B curtansHom Kackage RAS/MAPK; ERK (extracellular signal-
regulated kinase) — BHeK/neTO4HO perynupyemas KnHasa; MAPK (mitogen-activated protein kinase) — MuUTOreH-akTMuBupyemas NpoTeMHKMHa3a;
SHOC2 (leucine-rich repeat scaffold protein SHOC2) — 6enoK ¢ neiunH-60ratelMu NOBTOPaMK, MOAYIMPYIOWMI arkTuBauuio RAF-KMHa3bI;
SPRED1 (sprouty-related EVH1 domain-containing protein 1) — 6enok, cogepxauwmin gomeH EVH1, ssnsitoweinca oTpuuaTteNnbHbiM PerynsTopom
curHanbHoro nytu RAS/MAPK, yqacTBylOWMIA B NOAABNEHUN KNETOYHON nponudepaumn n auddepeHumpoBKkm; Fos/Jun — TpaHCKPUMLMOHHbIE
dakTopbl, akTuBupyemble ERK; AP-1 (activator protein 1) — aKTBaTOpHbIM 6GENKOBbLIM KOMMNEKC 1, peryavpytoLwmin TPaHCKPUNLMIO reHOB.
McToyHuK: Hilal N. 1 coaBT., 2023. I306paxeHne MCnonb3yeTcs Ha ycnoBumsax nuueHsun CC BY 4.0.

Note. RTK — receptor tyrosine kinase; FGFR — fibroblast growth factor receptor; GRB2 — growth factor receptor-bound protein 2;
SOS (son of sevenless) — guanine nucleotide exchange factor (GEF) activating small GTPases of the RAS family; SHP2 (Src homology 2
domain-containing phosphatase 2) — intracellular tyrosine phosphatase involved in signaling from growth factor receptors via the RAS/MAPK
pathway; NF1 — neurofibromin 1; GEF — guanine nucleotide exchange factor; GTP/GDP — guanosine triphosphate/guanosine diphosphate;
RAS (rat sarcoma) — small guanosine triphosphatase family (G-proteins); RAF (rapidly accelerated fibrosarcoma) — family of serine/
threonine-protein kinases involved in the RAS/MAPK signaling cascade; MEK (MAPK/ERK kinase) — serine/threonine and tyrosine kinase
(dual specificity kinase) phosphorylating ERK in the RAS/MAPK signaling cascade; ERK — extracellular signal-regulated kinase;
MAPK — mitogen-activated protein kinase; SHOC2 (leucine-rich repeat scaffold protein SHOC2) — leucine-rich repeat protein modulating RAF
kinase activation; SPRED1 (sprouty-related EVH1 domain-containing protein 1) — EVH1 domain-containing protein, negative regulator of the
RAS/MAPK signaling pathway involved in the suppression of cell proliferation and differentiation; Fos/Jun — ERK-activated transcription
factors; AP-1 — activator protein 1 regulating gene transcription.

Source: Hilal N. et al., 2023. Image is used under CC BY 4.0 license.

M. Motta u coaBrT. (2019) onncanu BapuaHT reHa SHOC2
¢.807_808delinsTT (p.GIn269_His270delinsHisTyr), acco-
LMMPOBAHHbIN C rMnepTpodmnyecKon KapamommonaTmen npe-
HaTa/lbHOro npoucxoxaenus [24]. B nocnepyouien pabote
M. Motta 1 coaBT. (2022) 4ONOAHWAN ONUCAHUE MONEKYNAp-
HOro pasHoo6pa3uns aTOro CMHAPOMA, a TaKKe NpPeacTaBuan
GYHKUMOHANbHYIO XapaKTePUCTUKY HOBbIX MATOreHHbIX Bapu-
aHTOB reHa SHOC2, Bbi3biBatowmnx HNCBB®PAL [25].

MpunynHon HIMCBB®A2 aBnsercs NatoreHHbI BapuaHT
reHa PPP1CB (OMIM #600590), pacCnonoxeHHOro B OKyce
2p23.2 n Koaupytowero 6enok PPP1CB (KkaTtanuTuyeckyto
cybbeanHuLy CepuH/TpeoHuH-npotenHpocdartasbl 1 (PPL)
6eta) [11, 26]. lNMocneaHnn aBnsgeTca oAHOM M3 4 OCHOB-
HbIX CEepUH/TpeoHnHcneumdmuyeckmx npotemHodocdartas,
yyacTByowmx B gedochdopunnpoBaHnun MHOxKecTBa 6en-
KOB [27]. 9TM depmeHTbl paboTaloT B ONMO3WULUKW K Mpo-



TEUHKMHA3aM, KOHTPOAMpPYS YpOBeHb GochHOpUINMpPOBaHUS.
PP1 vmeeT Tpu KaTanutMyeckme cyobeanHuLbl, 0603Havae-
Mble anbda, 6eTa U ramma [28].

F.F. Hamdan u coaBT. (2014) coobwunn 0 nauueHTe
C BO3HMKLUWM de novo BapmaHToM reHa PPP1CB (c.909dupA,
p.Tyr450llefs*92), KOTOpbIN MPUBEN K CABUIY PaMKKU CYU-
TbIBaHUS U CTOM-KOAOHY. Y ogHoro n3 41 o6cnenoBaHHOro
nauuMeHTa BbiB/IEHbl Taxenasa dopmMa yMCTBEHHOM OTCTa-
NIOCTU, HEBBLICOKWUI POCT, OTHOCUTENbHas Makpouedanus,
KPYMHbIX POT, TMNOniasunsa CKyNoBbIX KocTen [29].

K.W. Gripp 1 coaBT. (2016) onncanu 4 naumeHToB, y KOTO-
pbIX 6bI1M OB6HaPYKEHbI HOBblE BapUaHTbl (MUCCEHC-MYTaLUK
de novo) reHa PPP1CB, npuBogsilimMe K USMEHEHUSIM B KaTa-
nuTuYeckon cybveamHuue 6eta PPL1. 3 Hux y 3 onpeaeneH
BapuaHT reHa ¢.146G>C (p.Pro49Arg), y 4etBeptoro —
¢.166G>C (p.Ala56Pro). Bce nauueHTbl UMeNn Xxapakrep-
Hble KIMHWYECKME MpPU3HAKM — Makpouedanmio, HU3KO
NnocakeHHble U MOBEPHYTble Ha3ap YLK, 3aePrKKy pas3BUTUA
W TOHKWE, MelJIeHHO pacTylue U NIerko BblAepruBaemble
Bonocol [11].

L. Ma u coaBT. (2016) npeacraBunn onucavuve 4-net-
Hen aeBoykn ¢ HIMNCBB®A2, y KoTopon MAEHTMOUUMPOBA-
NI TeTEPO3UrOTHOCTb MO TpaHcBepcun de novo c.548A-C
(c.548A-C, NM_206876) B aKk30He 6 reHa PPP1CB, 4to
npueeno K 3ameHe p.Glu183Ala B BbICOKOKOHCEPBATUBHOM
octaTKe anbda-cnupanu BHYTPU KaTalIUTUYECKOro sajapa.
MpumeyaTenbHbIMU KIMHUYECKUMW OCOBEHHOCTAMU Obln
rMNepmMobuIbHOCTL CyCTaBOB, TOHKas KoXa U AedeKT Mex-
npeacepaHomn neperopoakm [30].

C.H. Lin n coaBT. (2018) onucanu nauueHTta ¢ de novo
reTepo3nroTHbIM BapuaHtoM ¢.548A>C (p.Glu183Ala) B reHe
PPP1CB, y KoToporo B Bo3pacTte 4 Mec pa3BUINCh TaXeNble
dbapMaKope3nCTEHTHbIE aNUNenTUYecKne npuctynol [31].

V. Huckstadt n coaBT. (2021) COOOWMAN O HECKONbKUX
YyneHax ceMbu (MaTb 36 NeT, Manb4yuMK 9 NeT, ABE AEeBOYKM
7 v 5 net) v ele oAHOM NauueHTe (ManbyuKe) U3 Apyron
cembun ¢ HIMICBB®A2, accoummpoBaHHbIM C pa3HbIMW BapuaH-
Tamu reHa PPP1CB. B cemeiHoM cnyyae y Bcex o6¢cneaoBaH-
HbIX OGHapY)XeH BEepOATHO-NATOreHHbIM BapuaHT ¢.545T>A
(p-Met182Lys), y Manb4mKa U3 Lpyron ceEMbU — MaTOreHHbIN
BapuaHT ¢.146C>G (p.Pro49Arg) [32]. MNocnegHui BapuaHT
BbisBMAM D. Bertola u coasT. (2017) [33], R.M. Zambrano
n coaBT. (2017) [34], K. Maruwaka u coaBrT. (2022) [35].

X. He wun coaBT. (2022) onucann y pebeHKa
¢ HMNCBB®A2 HoBylo MucceHc-myTauuilo (de novo)
¢.371A>G B 3K30He 3 reHa PPP1CB [36].

K/IMHUYECKASA KAPTUHA

HINCBB®A nMeeT cxoHble KITMHUYECKUE NPU3HAKK C CUHA-
poMOM HyHaH W ApyrMmMu poOACTBEHHbIMM RAS-natusmu.
0630p KIMHMYECKMX ocobeHHocTen y SHOC2-nHanBUayymoB
¢ BapuaHtoM C.4A>G noKasan YyCTOMYMBbIN GeHOTUN
C YepenHo-NMLUEBBLIMM aHOMaNMSMK, MOAOGHLIMU TaKo-
BbIM NpK cuHapoMe HyHaH (Makpouedanus, BbICOKWUM
W BbINyK/IbIK 106, rMnepTenopuam, nanbnebpasnbHbli NTO3
N CKOLUEHHble KHMU3Y ra3Hble Wen, HU3KO MocaxeHHble /
NOBEPHYTbIE HAa3aj yLWK, MUKPOrHaTUS, TYGOKUI GUNLTPYM)
[5, 18]. 3amenneHHbIn/HU3KUIA POCT (HUXe 3-ro LEeHTU-
N5) YacTo accoununpyet ¢ geduuMTom ropmoHa pocta [37].
ly6epTaTHOE pa3BUTUE XapaKTepuadyeTcs NM60 3amenneH-
HbIM, 60 6bICTPbIM MONOBLIM co3peBaHueM [38]. B HeKo-
TOPbIX CAyYassx OTMEYEHO NopaXKeHWe LLeHTpanbHOM HEPBHOM
CUCTEMBI, CONMPOBOXAaloLeecsi KOrHUTUBHBIMU HapyLleHWs-
MU, XapaKTePHbIM TMNEPaKTUBHbLIM NMOBEAEHUEM, yNyyllato-
lwmmes ¢ Bospactom [7].

MaTOrHOMOHWYHbIM npu3Hakom HICBB®PA asnsnacbk
aHoMasnua BOJIOC — JIErKO BblAepruBaemMble, pefkue, TOH-
KWe, MeANeHHO pacTyliMe BONOChl Ha CKanbne W B 06na-
CTU 6poBen.

Y 60nbWMHCTBA AETEW OTMEYaloTCsl MNeprnmMrmeHTMpo-
BaHHasi KOXa C 9K3EeMOW W/ MXTMO30M, a TaKKe aHOManuu
cepiua € aucnnasven MUTpPanbHOro KnanaHa u gedexkramu
neperopofik1, 4actora KOTOPbIX 3HAYUTENIbHO BbllLE, YeM
B AeTcKon nonynsumu [18]. Y aeten ¢ HIICBB®PAL onucaHbl
W Apyrue M3ameHeHus cepaevyHo-CoCyanCcTon CUCTEMbI (CTEHO3
NeroyHom apTepuu, runeptpoduryecKkas Kapanommonatms) [4],
a TaKXe CKeneTHble aHOManuu (KopoTKas/LWnpoKas Lies
C KpbITOBUOHBIMWU CKNaaKamu, aepopmMauus rpyaHon KIeTKu),
rna3Hble aHoManuu (Kocornasue, HapyweHue pedpakumm),
nedeKTbl Koarynsumm, rHycaBbli OTTEHOK ronoca [10].

D. Capalbo v coaBT. (2012) npeactaBuanM 2 nauueH-
T0B ¢ HINCBB®AL ¢ MHBaApMaHTHbIM MUCCEHC-U3MEHEHUEM
c.4A>G B reHe SHOC2. N xoTs y 0601X NaLMEHTOB OTMeYeHa
BbIpaXKeHHasi HU3KOPOCOCTb, PYHKLMOHA/IbHAsA OLEHKa OCH
FOPMOH pocTa / UHCYMHOMNOAO6HbIM GaKTop pocTa BbIBU-
Na NepBWYHbIA AedUUMT TopMOHa pocTa Yy OAHOro nauu-
€eHTa M nepudepryecKyld He4yyBCTBUTENbHOCTb K FOPMOHY
pocTta — y apyroro [37].

K.W. Gripp u coaBT. (2013) onucann 5 nauyMeHTOB
C natoreHHblM BapuaHtoM C.4A>G (p.Ser2Gly) reHa SHOC2.
O6Hapy)eHbl cneuyndunyeckne aHomManuK TONOBHOMO
Mo3ra (OoTHOcUTeNbHaa MeransHuedanus u pacwupe-
HWe cybapaxHoMaanbHbIX MPOCTPAHCTB), YKa3blBalolMe Ha
[0OPOKAYECTBEHHYIO HapyXXHYLO ruapouedannio 1 OTHOCH-
TeNbHO He6GONblYD 3aJHIOK YEPENnHYIo SAMKY, O YeM CBMU-
[eTenbCTBOBaNO Haluyne BepTUKANIbHOro TeHTOopUyMma.
CoyeTaHne 601bWOro Mo3ra ¢ MaseHbKOM 3aJHeN AMKOW,
BEPOSATHO, MPUBENIO K BbICOKOW YacTOTe MO3}KEYKOBO-TOH-
3UNNAPHON 3KTOMUK. Y OAHOrO NauMeHTa C TOACTbIM U AUC-
NAaCTUYHBIM MO30/IUCTbIM TENOM Oblna BbiiB/lIeHa NEepUBEH-
TPUKyNapHas yanosas rerepotonus [38].

M. Zmolikova un coaBT. (2014) onucanu pebeHKa
¢ HMCBB®A1, poavBLierocs ¢ KoapKTaLuen aopTbl, KoTopas
He SBNSeTcs TUMUYHOW ANs 3TOoro Tuna cuHapoma [39].

G. Baldassarre u coaBT. (2014) coobwunn o 2 naumeH-
Tax C MONEKynsipHO noareepxaeHHbim HMNCBB®AL ¢ pas-
nunyatollencss GeHOTUNMYECKON 3KCMPECCUEN, B 4aCTHOCTH
B OTHOLWIEHWU TAXKECTW KapauanbHOro GpeHoTuna u Hempo-
KOFHUTUBHOrO npoduna. ABTOpbl NOAYEPKHYIN, YTO CMEKTP
GeHOTMNOB, CBSAI3aHHbIX C MHBAPUAHTHOW MWUCCEHC-MYyTaLu-
el reHa SHOC2 c.4A>G (p.Ser2Gly), wupe, 4em c4UTanoCb
paHee [40].

H.B. XypkoBa u coaBT. (2020) onucann y peTen
¢ HMNCBB®A1 v naToreHHbiM BapuaHtom c.4A>G (p.Ser2Gly)
pan obTanbMONOrMYECKMX HapylweHUn: runepmeTponuio,
acTUrmMaTmM3Mm, aHrMonaTuio CeTHaTKK, HUCTarM, anbTePHUPY-
lolee cxofsleecsa Kocornasue [41].

C. Davico u coaBT. (2022) nokazanu, 4T0 Yy nauueH-
ToB ¢ HyHaH-noao6HbIM dpeHoTunoMm (BKntodyas HICBBDAL)
yacToTa anuiencun 6bina Bbllwe, YemM Y 60/IbHbIX C CUHAPO-
MoM HyHaH [42].

N. Bouayed Abdelmoula (2022) oTmeTuna, 4To M3MeHe-
HUS reHa SHOC2 BNUSAIOT Ha HEMPODU3NONOTMYECKYO aKTUB-
HOCTb B 06/1aCTAX MO3ra, OTBETCTBEHHbIX 3a $OpMHUPOBaHHNE
BHUMaHWUSA U UCNONHUTENbHBLIX GYHKUKWK. Y aeTen Habnoga-
JIUCb BbICOKWWA YpOBEHb AeduunTa BHUMaHUA WU TUnepak-
TUBHOCTH, BbICOKaa 4YactoTa PacCTPOUCTB ayTUCTUYECKOro
CMeKTpa, PerucTpMpoBanCh 3afepKa MNCUXMYECKOro pas-
BUTUS M HapyLlEHWE KOTHUTUBHbIX QYHKLMIA pas3in4yHOM cTe-
NeHW BblpaxeHHocTH [43].
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Q. Wang u coaBt. (2022) coobwmnm o pesynbratax
HabnoAeHns 4EBOYKM B Bo3pacTe 5 n1eT n 3 Mec, y KOTOpow
BbIIBUAM de novo BapuaHT ¢.1231A>G (p.Thr411Ala) rexHa
SHOC2. Y pebeHKa OTMe4YeHbl MPU3HAKW, TUMNU4YHbIE ANA
cuHapoma HyHaH, 1 OJHOBPEMEHHO C 3TUM HOPMasibHOE pas-
BMTWE HepBHOM cucTeMbl [9]. HegaBHO B nntepaType coob6-
Llanocb 06 3TOM e BapuaHTe reHa y pebeHKa ¢ TMNUYHbIMU
ans cuHgpoma HyHaH Yyeptamu nnua, 3HauuTelbHOW 3a4epi-
KOW peyn, yMepeHHbIMU UHTENNEKTYaNIbHbIMW HapPYyLIEHUAMM,
anunencuen, ABYCTOPOHHEN HEWPOCEHCOPHOW TYroyxoCTbio
W gucnnasuen noyek. NpoaHannanMpoBaB Apyrue HyKNeoTna-
Hble aHOManuu B reHe SHOC2, aBTOpbl OTMETUM, YTO Bapu-
aHT ¢.4A>G ¢ 60nbluen BEPOSTHOCTbIO NPUBOAN K 3a4epK-
Ke HEPBHO-NCUXMYECKOrO0 PasBUTUA U HU3KOPOCIOCTU MO
CPaBHEHMIO C APYrMMKU BapuaHTamu reHa [25].

[aToreHHble BapuaHTbl B reHe PPP1CB y nauveHToB
¢ HMNCBB®A2 TaKKe MMEIOT HEKOTOPbIE KIIMHUYECKHUE OCOBEH-
HocTw. Tak, K.W. Gripp # coaBrT. (2016) coobLlimnm o 4 Hepoa-
CTBEHHbIX MauUMeHTax ¢ Makpouedanuvewn, BbiNyKbiM 160M,
HU3KO NOCAXEHHbLIMU 1 NMOBEPHYTLIMU K3a4M YLaMK, 3a[eprK-
KOW pas3BWUTUS, a TaKXKe MeaneHHO pPacTyluMu peaxkumu
W/WNKN HENOCNYLLHbIMKX BOMocamu. Y 3 NauMeEHTOB OTMEYEHbI
HU3KUIA POCT U TPYAHOCTM C KOPMAEHMEM. Y OJHOIo U3 ABYX
Manb4yMKOB Obl1 KPUMNTOPXM3M, Y BTOpOro — paedopmarus
rpyoHon Knetku. Kpome Toro, y 0gHOro nauueHta Habnwga-
JIOCb YTOJILLEHWE MUTPabHOIO KianaHa v ele y O4HOro —
CTEHO3 K/anaHa flero4Hon aprtepuu. Y Bcex 4 naumeHToB
NMaeHTMOULMPOBaNN aHOManuM pPa3BUTUS TONOBHOIO MO3ra,
KOTOpble BK/IKOYanM B cebs1 yMEPEHHYIO BEHTPUKYIOMEranuio;
CMelleHne MUHAANNH MO3XKe4YKa BHU3 (Y 2), ManbdopmaLmio
Kunapw | (y 1), Knaccmnyeckyto manbdopmaumio leHan — Yokepa
C runonnasuen 3putenbHoro Hepea (y 1) [11].

D. Bertola u coaBt. (2017) coobwmunn o 12-neTHem
MasbyMKe, Y KOTOPOro B Bo3pacTe 3 Mec pa3BWCs KpaHWo-
CMHOCTO3. PebeHOK TaKKe MepeHec XMpypruyeckyio one-
pauuto no nosofy Kpuntopxuama. O6cnegoBaHne B BO3-
pacte 4 neT BbIABWIO MNATOrEHHbIM BapuaHT ¢.146C>G
(p.Pro49Arg) reHa PPP1CB ¢ xapaKTepHbiMu deHOoTUNNYe-
CKnumu npusHakamu HIMCBB®A2, a TaKKe 3aleprKKoM pas-
BUTUSA PEYU U COXPAHEHWEM HapYLUEHWN MENTKON MOTOPUKHM
B WKOMbHOM Bo3pacTe [33].

L. Ma u coaBT. (2016) nccnegosann 8 HEPOACTBEHHbIX
UL, ¢ NaToreHHbIMW BapuaHTamu reHa PPP1CB, y KOTOpbIX
OblIY BbISIB/IEHbl 3aeprKKa Pas3BUTUA, YMCTBEHHas OTCTa-
N10CTb, MaKpouebanusa u pasimyHble gMcMopdUYecKne npu-
3HaKW. ¥ 6 nauMeHTOB OTMEYEeHbl HeAOCTaTO4YHOCTb pocTa
MW HU3KOPOC/OCTb, BPOXAEHHbLIM MOPOK cepaua (aedext
MeXnpeacepaHon NeperopoaKku, HeJOCTaTOYHOCTb MUTPASb-
HOIO M TPEXCTBOPYATOr0 KnanaHos, rmnoniasus 4yru aopThbl,
KOapKTaLus aopTbl, paclumpeHne KopHA aopTbl U nepudepu-
YECKMM NEeroyHblv cTeH03). Y 3 naumMeHToB 0GHapPYKeHbI aHO-
Manauun roNoBHOrO MoO3ra — CENTOOMNTUMYEeCKas Aucnnasus,
NoBbIWEHHas MHTEHCMBHOCTb CUrHana 6eforo BellecTBa
B NpaBoun IO6HOM 06nacTu U paclwmpeHne cybapaxHonianb-
HOro NpocTpaHcTBa. Y 6 nauMeHTOB BbISB/EHbI MPU3HaKK
OWCNIasnn COeAUHUTENBHOM TKaHW (BbICOKOE Hebo, runep-
MOGUNBbHOCTb CYCTAaBOB W pbIX/las KOHCUCTEHLIUS KOXMW),
y 3 nauneHToB — cnabblii POCT BOSIOC, Y 1 — HeoHaTallbHble
3y6bl, ewe y 1 — noMKkue Hortu. Y 3 naumMeHToB 3adUKCHUpOo-
BaHO OTCTaBaHWe KOCTHOro Bo3pacTta [30].

R.M. Zambrano v coaBT. onucanu 9-neTHero MasnbyunKa,
y KOTOPOro de novo BbISSIBUIW reTepo3UroTHOCTb MO BapuaHTy
P49R B reHe PPP1CB. ABTOpbl NoAYE€PKHYNMU, 4TO deHOTUN
y NaumeHTa ¢ MUCCEHC-MyTaLMAMK reHa PPP1CB 6bin cxofeH
¢ ¢eHotmnom HNCBB®AL [34].

K. Maruwaka u coaBT. (2022) coobwmnm o ABYX reHe-
TUYECKM MOATBEPXKAEHHbIX cinydasx HINCBBPA2 ¢ oamvHako-
BbIM MATOreHHbIM BapMaHTOM, BO3HUKLIMM de Nnovo B reHe
PPP1CB (c.146C>G, p.Pro49Arg). Y 3aTux nauueHToB, Tak
e Kak 1 npu HIMNCBB®AL, oTMEYEH HW3KKK POCT, OAHa-
KO AeduUMT ropMoHa pocTa, YacTo OBGHapyXuBaeMbli Npu
HMCBB®A1, otcytctBoBan [35].

Mo paHHbiM C.H. Lin u coaBT. (2018), B Mupe 3aperu-
cTpupoBaHo 17 cnyqaeB HINCBB®A2 ¢ natoreHHbIM Bapu-
aHTOM reHa PPP1CB. OCHOBHbIE KIIMHUYECKUE MPOSBIEHUSA
BK/OYaNM B ce6S HEOGbIYHbIE YEPTbI IMLA, KaK NPKU CUHAPO-
Me HyHaH, HEBbLICOKMI poCT, AedopmaLmnio rpyaHOM KIETKK
M BPOXIAEHHbIA MOPOK cepaua. Tpu yetBeptn (76%) nauyu-
€HTOB MMEeNM HU3KMI POCT U HU3KOE PaCMOOKEHUE YLLewn,
y 70% oTmedyeH cnabbit pocT Bosnoc, y 58% — BbICTynato-
Wnin nob, y 47% — pasnunyHbole 60ne3HN cepaua. ABTopbI
onucanyM 9-mMecsiyHOro Masnb4yvMka ¢ BapuaHToM €.548A>C
(p.Glu183Ala) reHa PPP1CB. Y pebeHKa 6blia AuarHocTu-
poBaHa Aucnnasuns Ta3006edpeHHOro cyctaBa, HO He O6Ha-
PYKEHO HU3KOPACMONOXKEHHbIX YWeN (04HaKo Habnganach
[IBYCTOPOHHSAS aHOMasibHaa GopMa YLIHbIX PaKOBMWH), HU3KO-
ro pocTta v gedopmalmm rpyaqHoOn KNeTKU. Y naumeHTta pas-
BU/IUCb 3MUNENTUYECKUE CYAOPOrH, KOTOpbIE HE yaaBanoch
KynupoBaTb NPOTUBO3NUNENTUYECKMMK NpenapaTtamu [31].
Ha Heo6Xx04MMOCTb UCKITIOYEHUS AMUNENCUU B TaKUX Cly4a-
X YKasblBanu v apyrue uccnegosatenu [33]. Pag aBTopos
onucanu TPYAHOCTU C KOPMIEHWEM AeTeln paHHero Bo3pacrta
¢ HMCBB®A [44].

CONMYTCTBYIOLWMUE 3ABOJIEBAHUA

Momumo xapaKktepHbix ana HIMNCBB®A KiMHWYECKKxX
NMPU3HaKOB, OTMEYEHO, YTO aKTUBaLMUA CUTHANLHOMO NyTW
RAS/MAPK B UMMYHHbIX KNIE€TKax MOXET NPUBECTU K pa3Bu-
TUIO ayTOMMMYHHbIX 3a6oneBaHum [45], B TOM YUCIIE CUCTEM-
HOM KpacHOW BONYaHKK [46], ayTOMMMYHHOro TMpeouauTa
M ayTOUMMYHHOrO renatuTta [47].

T. Okazaki n coaBT. (2019) onucanu 6-NeTHEro manbymKka
¢ HMCBB®A n peuunanBupytoLlern yanoBaTton aputemoint [48],
L. Liu v coaBT. (2023) — pebeHka ¢ HITCBB®PAL u conyTcTBy-
olen TpoMOOTUHECKOW TPOMOBOLMTONEHUYECKON Myprypown
M ayTOUMMYHHOW remonutuyeckon aHemuen [49]. J.H. Choi
n coaBT. (2015) [50] 1 F.S. Lo n coaBT. (2015) [51] naeHTK-
duumpoBanu covetaHne HIMCBB®DA ¢ 60n1e3HbI0 MOMA-MOoiS,
L. Garavelli n coaBT. (2015) — c Hewpobnactomon [52],
A. Avery un coaBT. (2022) — ¢ KOXHOM T-K1eTo4YHON NuMdo-
mon [53], K.W. Gripp # coasTt. (2013) — ¢ muenodubpo-
30M y 2-neTHero naumeHTa [38]. TakKe onucaHo co4vyeTaHue
HMNCBB®A ¢ mem6paHO3HOM HedponaTuen, accoLMnpoBaH-
HOWM C ayToaHTUTENamMK K peuenTtopy docdonunnasbl A2 M-Tu-
na [54], Bon4Yber nacTblo U rMnonuTyutapuamom [55, 56].

COBCTBEHHOE K/IMHUYECKOE HAB/TIOAEHUE

[eBo4Ka, Bo3pacT 8 neT 8 Mec, HanpaB/ieHa Ha KOHCY/b-
TauMio No NOBO/Y BblpaXEHHOro OTCTaBaHUS B GU3NYECKOM
pa3BuUTUK. Poautenn pebeHKka oTMevann He TONbKO HU3KUM
POCT M HeAOCTaTO4HYO NPUBABKY Macchl Tena, HO U 3afepiK-
Ky NCUXOMOTOPHOIO Pa3BUTHS.

C poxpaeHusa pebeHOK Haxoaunca noj HabntogeHuem
Kapauosora no noBoAy BPOXKAEHHOIO NOpoKa cep/La: MHO-
¥eCTBeHHble AedeKTbl MeXnpeacepaHow Meperopoaku,
KnanaHHbI CTEHO3 IErOYHOM apTepun, aunataumsa npasbix
OTAENOB cepjua, runonnasus 3agHen CTBOPKW MUTpasb-
HOro KjanaHa, HapylweHue KpoBoobpalleHus cterneHb lIA.
B Bo3pacTe 4 net BbINOMHEHA NNacTMKa MeXnpeacepaHom
NneperopoaKku.



bepemeHHOCTb MaTepu Oblnia OCNOXKHEHa MpeaKIamncu-
€N, poabl — IKCTPEHHOE KecapeBo ceveHne Ha cpoke 39 Hep.
Macca npu poxaeHun — 3550 r, anmHa Tena — 54 cwm,
OKPYXHOCTb ronoBbl — 36 cM. B HeoHaTanbHOM nepwuo-
ae — uepebpanbHaa uwemus, cteneHb |-Il, BHyTpuyepen-
HOE KPOBOM3NUSHME, MbllLEYHAs TMMNOTOHUS, aCNUPaLMOHHbIN
CUHAPOM; MPOBEAEHA WMCKYCCTBEHHAs BEHTUAALMS JIErKUX.
B ganbHemwem oTMeYanuch 3afepKKa NncMxoMoTOPHOMo pas-
BUTUS (YAEpXKaHWe rofioBbl ¢ 7 Mec, camocTosiTeNbHas xoabb6a
¢ 1 roga 1 mec) n o6Luee Hegopa3BUTUE pedn 3-ro YPOBHS.

Mpn ¢ur3nKanbHOM 06CNEeAOBaHWM C UCMONb30BaHUEM
LLEHTUNbHbIX Tabauny, [57] BbIABAEHO 3HA4YUTENbHOE OTCTaBa-
HUe B PpM3MYecKoM pasBuTun: poct — 108 cm (SDS -3,7),
Macca tena — 14 kr (SDS -4,4), nHgekc macchel Tena —
12 kr/m2(SDS -3,0). Mo cnewuuanbHbIM WKanam Ans oLeHKn
nauneHToB ¢ cuHgpomom HyHaH [58] SDS pocta v macchl
Tena coctaBnan —2,0.

OTMeYeHbl XapaKTepHble YepTbl iMLa U CTUrMbl AN33MG-
puoreHesa: mMakpouedanus, BbicTynatoume nobHble 6yrpbl,
ruapouedancHbi TMN 4Yepena, KOpoTKas W KpblioBUAHas
lwes, runepTenopuam, CKOLLIEHHbIE rNa3Hble LWenn, HU3KO-
pPacnosioXeHHble YlLHble pPaKOBWHbI, BOPOHKOOGpPa3Has
aedbopmalmst rpyaHOM KNETKWU. BbiBNEHbl MPU3HAKKM 3KTO-
AepMalbHbIX aHOManui: peaxkne, TOHKME, MEASIEHHO pacTy-
LMe BOMOCHI Pycoro LBeTa, CMyrnas Koxa. Takxe umenucb
YMEPEHHO BblpaxeHHas MbllleyHas rMnoToHMS, HapyLlweHue
OoCaHKKM (NepeKkoc nnaevyeBoOro v Ta3oBoro nosica). Monosoe
pa3BUTME COOTBETCTBOBANIO BO3PAcCTy MO LWKane TaHHepa:
Mal, Ax1, P1, Mel.

Mpn nabopatopHoM o06CneqoBaHWKN BbiSBAEH NapLuuab-
HblM AePULUUT rOPMOHa pocTa. B Harpy3o4Hon npobe ¢ Kio-
dennMHOM MaKcumanbHas KOHLEeHTpauus COMaToTPOMHOro
ropmoHa coctaBuna 3,94 Hr/mn, B npo6e ¢ UHCYIMHOM —
7,53 Hr/Mn npu rmMoko3de 5 Mmonb/n (Hopma = 10 Hr/mn).
KoHueHTpauua uHcynnHonogobHoro dakrtopa pocta 1 —
68,5 Hr/mn (Hopma 57-277 Hr/mn). OcTanbHble NOKa3aTe-
JIM TOPMOHaNbHOro, 6GUOXMMUYECKOTO U FremMaToIorMyecKoro
npoduna — B npegenax pedepeHCHbIX 3HaYeHUm.

Mo JaHHbIM 3xoKapauorpadum — cocTosHWe nocne
nnacTukn gedeKta mexnpeacepaHon neperopoaxkun. Hesxa-
YUTENNbHOE YBESIMYEHWE MPaBOro WM /IeBOro npeacepavi.
Anactonnyeckas GyHKLMSA N1EBOr0 Kenygovka He3HauyuTeb-
HO HapyweHa no Tuny l. Mponanc mMuWTpanbHOro Knana-
Ha c peryprutaumew, cteneHb |. [0 gaHHbIM MarHuWTHO-
pe3oHaHCHOM ToMorpadun roNoBHOrO Mo3ra — yMepeHHas
BEHTPUKY/IOMEranus, paclmpeHne HapyXHbIX cybapaxHou-
JaNnbHbIX NPOCTPAHCTB M Yriy6GieHne KOPKOBbIX 60p03/ nosny-
lwapun 601bLlWOro Mo3ra, HEOAHOPOAHOCTb CTPYKTYPbI MUMO-
du3a. [1o gaHHbIM peHTreHorpadmm KMCTEM — oTCTaBaHue
KOCTHOro Bo3pacTa Ha 4 rofa, NpU3HaK1 OCTEONEHNH.

C y4eToM GEHOTUNUYECKHUX MPU3HAKOB M FOPMOHANbHbIX
HapyweHun aunddepeHunpoBanm cnegywoume 3abonesa-
HUA: cuHapoM HyHaH, cuHapom LepeweBcKkoro — TepHepa,
rMNOXOHAPOMIA3uo, UCKIOYaNU HacneacTBEHHbIE 60NE3HU
obmeHa, runodocdarasuto. Mo pesynbtataMm CEKBEHUPOBa-
Hua JHK (naHenb Noonan) BbiiBieH NaTOreHHbIM BapuaHT
c.4A>G B 3K30He 2 reHa SHOC2, npuBOASLMIA K MUCCEHC-
3ameHe (p.Ser2Gly) B reTepo3uroTHOM COCTOSIHUKM, acCOLM-
MPOBaHHbIM ¢ HyHaH-NoA06HbIM CUHAPOMOM C BbiNaJeHUEM
Bonoc B dase aHareHa 1-ro tmna.

CpaBHEHWE KIMHUYECKUX TMNPOSBIEHUW CUHAPOMA
¢ ony6aMKOBaHHbIMK [AaHHbIMW nNauueHToB ¢ HIMCBB®A
1-ro u 2-ro TMNOB NpeAcTaBfieHo B Tabnuue. Ha ocHoBa-
HMUU MOJNYYEHHbIX CBEAEHMIN YCTAHOBMIEH cleaytowunin aunar-
HO3: «HyHaH-Nnogo6HbIN CUHOPOM C BbiNaJeHWEM BONOC

B ¢asze aHareHa 1-ro tvna. [Mnonutyutapuam. MNapunanb-
HbIM geduunT ropmMoHa pocTta. benkoBo-aHepreTnyecKas
HepocTaToyHOCTb | cTteneHn. CocTosiHME nocfie MNAacTUKM
nedeKTa MexnpeacepaHon neperopoakum, nponanc MuTpasb-
HOro KnanaHa ¢ peryprutaumen | ctenenn, HKO. YmMepeHHas
BEHTPUKYIOMEranus».

CnepnyeT NoAYEPKHYTb, YTO CPABHUTENbHbIN aHaNn3 Kiu-
HUYECKMX XapaKTePUCTUK Y Hallel NauMeHTKU U npeacras-
NIEHHbIX B NuTepaType KIMHUYECKMX MPUMEpPOB MNoKa3zan,
4TO Habop NPMU3HAKOB B LIEIOM COOTBETCTBOBAs GeHOoTUMNy
HMCBB®AL (SHOC2 c.4A>G), oaHaKO BbISIBNEH psif 0COOGEH-
HocTen. Tak, B OMMCaHHOM cilydae y A€BOYKM OTCYTCTBOBaU
TUNUYHbIE ANS AAHHOrO CUMHAPOMa KOXHble MpOosiBAEHMA
(3K3ema, NUxTMos, GoNNTUKYNAPHbLIM KepaTos), He 0OTMeYanochb
rnasHblXx aHoManum (ctpabuama, HUCTarmMa U aHoManum ped-
paKuuK), a TaKKe anuierncum, paccTpomcTea ayTuCTMHECKO-
ro CneKTpa, rMNepakTMBHOIO NOBEAEHMS, TMNEPMOGUIbHO-
CTU CyCTaBOB, rMNOTUPEO3a U HEMPOCEHCOPHOW TYrOyXOCTH.
Takum o6pa3om, npeacTtaBieHHbIN KIMHUYECKUIW Cryyan
noA4YepKnBaEeT 3HaYnTeNbHYO0 GEHOTUMNYECKYIO Bapuabenb-
HoCTb SHOC2-accoLMMpOBaHHOIo CMHAPOMA.

3AK/TIIOMEHUE

M3meHeHns B reHax SHOC2 wn PPP1CB npwuBoasT
K HapylweHusMm B curHanbHoMm nytt RAS/MAPK u pasBu-
TMio HIMCBB®A. [OuarHocTnka cuHapoma 6asupyeTtca Ha
BbISIBIEHUX YepernHo-IULEBbIX HapylleHWUH, HU3KOPOCNO-
CTW, YMCTBEHHOM OTCTaNOCTW, HEMPOKOTHUTUBHbLIX OTKJIO-
HEHWN, 3KTOAEpMallbHbIX aHoManun (pegkue, MeaneHHo
pacTyuine, TOHKME BOJIOChbl, KOTOPbIE NErko BblJepruBatoT-
csl), peunaMBUpYlOLLEN 9K3EMbI, MXTMO3a, TMNepnurmeHTa-
LMW KOXW, aHOManuu pa3BUTUS cepAala, CoCyaoB, CKeneTa.
OnddepeHumanbHaa anarHoctuka tunoB HIICBB®A BO3-
MOXHa nocne npoBeAeHUS MOJIEKYNSPHO-TEHETUYECKOrO
ncenegoBaHusa. Yacteim npmuaHakom HIICBB®MAL asnsetcs
neduunT ropMoHa pocta. OnNMcaHHbIM KIMHUYECKUIA Criydan
MOMET NPeAcTaBATb MHTEPEC AN NeAMaTPOB, KIMHUYECKUX
reHeTMKOB W CreLnannucToB Apyrux obnacrem MeanumHbl.

WHOOPMUPOBAHHOE COIJIACUE

OT poauTensa nauneHTa nosiydeHo NUCbMeHHoe UHDOoP-
MUpOBaHHOE [06POBOSIbHOE cornacuve Ha nybéauKauuio
pesynbTaTtoB ero 06¢cne0BaHns U Ne4eHns B MeAULMHCKOM
KypHane, BK/loYas ero a/IEKTPOHHYI0 BEPCUIO (AaTa noanu-
caHusa: 10.10.2024).

INFORMED CONSENT

Patient’s parent has signed written informed voluntary
consent on publication of his examination and treatment
results in medical journal (electronic version included)
(signed on 10.10.2024).

UCTOYHUK ®UHAHCUPOBAHMUSA
OTcytcTBYET.

FINANCING SOURCE
Not specified.

PACKPbITUE UHTEPECOB
ABTOpbI CTaTbu MOATBEPAM/IM OTCYTCTBME KOHGMKTa
MHTEPECOB, O KOTOPOM HEOOX0UMO COOOLMTL.

DISCLOSURE OF INTEREST
Not declared.
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Ta6nuua. TUnNuYHble KIMHUYECKUe NposiBieHus HyHaH-nogo6Horo cuHapoma ¢ BbinageHnem Bosnoc B dpase aHareHa 1-ro (OMIM #607721)
n 2-ro Tunos (OMIM #617506)

Table. Typical clinical signs of Noonan-like syndrome with loose anagen hair type 1 (OMIM #607721) and type 2 (OMIM #617506)
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MpusHakm Co6cTBEHHOE HMCBB®A1L HMCBB®A2
Ha6noaeHue [4, 5,10, 25, 37-43] [11, 30, 31, 33-35]

YepenHo-nuueBble aHoManum (NoAoGHbIE TaKOBbIM NpU cuHapome HyHaH)
Makpouedanusa + + +
BbICOKMWI 1 BbINYK/bIN 106 + + +
MnepTenopuam rnas + + +
Manbne6panbHbli NTO3 + + +
CKOLUEHHblE KHWU3Y rMa3Hble Wenu + + +
OnNUKaHT + + _
[N1HHbIE pecHULbI + + -
HW3Ko nocaxeHHble / NOBEPHYTbIE Ha3aa ywu + + +
MuKporHatms + + _
[My6oKKI GUNLTPYM + + -
[Mnonnasunsa CKynoBbIX KOCTeN - - +
Tna3Hble aHomManum
Crtpabusm — + _
HapyweHwve pedpakunm - + -
AcTUrmaTu3m — + _
AHr1onaTtusa cet4yaTku - + -
Hucrarm - + -
3amepieHHbI/HU3KUIA POCT (HUKe 3-ro LLeHTuNA)
MpeHaTanbHas 3agepiKa pocta - Yale nocTHatanbHas +
HW3Kui pocT ¢ aedunumMTOM ropmMoHa pocra + + -
HopmanbHbI POCT / HU3KUIA POCT -/+ +/+ -/+
BenKkoBo-3aHepreTMyecKas HeJOCTaTO4HOCTb + (cTeneHb |) + -
AHOManus BoNoC, KOXHU
Penkue, TOHKME, MeIEHHO pacTyLMe BONOCHI, + + +
KOTOPblE NIErKO BblAEPrMBannCh Ha rosose 1 6poBsx
MnepnurMeHTUpoBaHHas Koxa + + -
JK3ema - + _
NxTnos - + _
[ny6oKMe nafoHHble CKaaKu + + -
DONNUKYNAPHBIA KepaTo3 - + -
BecHyLwKH - - +
[aTHa uBeTa «Kope C MOOKOM» - - +
ToHKas pbixias Koxa - - +
[po3payHas Koxa - - +
MopaxeHue LLHC
(5 bovrion Bospacre) / nopman e paaATAG +/- +/4+ +/-
Jlerkasa nHTenneKTyanbHas HegocTaTo4HOCTb / +/- MoxKeT 6bITb B HOpME, +/+
yMepeHHasi, Taxenas +/-
KOrHUTUBHbIE HapyLIEeHUs + + 3Ha4nTeNbHbIE
® B TOM YWC/e 3a4eprKKa peyu + + ++
MnepaKTMBHOE NOBeAeHNe - + +
BeHTpuKynomeranus + + +
Anunencus Het MoxKeT 6bITb -
PaccTpoicTBa ayTMCTMYECKOro cnexkTpa - MoxeT 6bITb -
HapyweHve menkon MOTOPUKM - - +




Ta6nuua. MNpogonkeHne
Table. Continuation

NpuaHaky CoGcTBEHHOE HIMCBB®A1 HIMCBB®A2
Ha6ngeHne [4, 5, 10, 25, 37-43] [11, 30, 31, 33-35]
Mbiwwubl
MnoToHua + + Bbonee BbiparkeHHas
AHOManuu pa3BUTUA cepaLla U COCY0B
AHOMannu pa3sutna cepaua + - + o
o
oo wanaon + +/+ +/+ <
[edeKTbl neperopoaku cepaua, AMMNMN/OMMIN +/- +/+ +/+ S
OTKpbITbIM apTepuanbHbIi MPOTOK - - + B
OTKpbITOE OBasibHOE OKHO - - + §
CTeHO03 KnanaHa Nero4Homn aptepum + + + u\a
KoapkTauus aopTbl - - + E
PacwupeHune aopTbl - - + LET:
[Mnonnasua neson ayru aopTbl - - + E
YTonueHe CTBOPOK MUTPAsbHOro KianaHa - - + E
Mneptpoduryeckas Kapgmomumonatus - + - E
HepocTtaTo4yHOCTb (Nponanc) MUTpanbHoOro/ + +/+ +/+ ©
TPEXCTBOPYATOro KnanaHoB
AreHe3unsi BEHO3HOro NpoToKa - + -
Bnokaza npaBom HOXKM NyyKa Mca - - + ™
o
CKeneTHble aHOManuu 5
KopoTKas v lWMpoKas Wes ¢ KPbIIOBUAHLIMU CKNagKkaMu + + + §
[edopmaLns rpyaHON KNeTKu + + + ,9
MNnepmMo6uabHOCTb CyCTaBOB - + + 5
MouenonoBas cucrema 8
Kpuntopxuam YKeHcKkui non - + g
Aucnnasuns novek - + - E
JHAOKPUHHbIE HapyLIeHUA UEJ;
lMonoBoe co3peBaHue: 3ameaneHHoe/6bicTpoe - +/+ - ;
fMnornukemmns - + - g
OTcTaBaHWe KOCTHOro Bo3pacTa OT NacnopTHOro + + + E
Mnotupeos - MoxeT 6bITb - §
Apyrue usmeHeHus 8
[HycaBbIV OTTEHOK rosoca - + - g
[edeKTbl Koarynaumm - MoryT 6bITb - E
HenpoceHcopHas Tyroyxoctb - MoskeT 6bITb - 8
Pepakue aHomanuu
Mnonnasusa 3puTeNnbHOro HepBa - - +
MNMopok passutua leHan — Yokepa - - +
MopoK pa3BuTHa ronoBHOro Moara ApHosnbia — Knapu - MoxKeT 6bITb +
MO3Ke4YKOBO-TOH3UNNGPHAA IKTONKUS - - +
CenToonTuyeckas ancnnasus - - +
BoicTynatowme cybapaxHonanbHble NpoCTpaHCTBa - - +
KpaHuocuHocTo3 - - OyeHb peako
[eTepo3nroTHbl BapuaHT reHa SHOC2 B noKkyce 10925 + +
[eTepo3nroTHbl BapuaHT reHa PPP1CB B nokyce 2p23 +

lMpnmeyvarme. HIMCBBMPA — HyHaH-nofo6HbIM CMHAPOM C BbiNnageHvem Bonoc B ¢ase aHareHa; LUHC — ueHTpanbHaa HepBHas cucTema;
AOMIOMN/OMMXIN — pedeKt mexnpeacepiHoON Neperopoakn / aedeKT MeXKeNnya04KOBON NeperopoaKu.

Note. NSLH (HNCBB®A) — Noonan-like syndrome with loose anagen hair; CNS (LLHC) — central nervous system; ASD/VSD (AMMNM/AMXI) —
atrial septal defect / ventricular septal defect.
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BKJIA ABTOPOB

C.A. BoarmHa — dopmMynnpoBaHue U pa3BUTUE WIEM,
OCHOBHOW Uenn wuccnepoBaHus. loarotoBka, co3gaHue,
KPUTUYECKMIN 0630p, pedaKTUpoBaHWe, BKAOYas atanbl [0
“ nocne ny6aMKaumm.

E.C. Kyp6aHoBa — aHanu3 AaHHbIX, HanMcaHne 4epHo-
BMKa PYKOMWUCKH, NEPECMOTP U PeAaKTUpPOBaHMEe PYKOMUCH.

A.Ll. AGy6akapoB — aHa/u3 [JaHHbIX, HanMcaHwe yep-
HOBMWKa PYKOMUCH.

A.M. HumatynaeB — aHanun3 JaHHbIX, HanncaHue 4vep-
HOBMKa PYKOMUCH.

E.A. HUKonaeBa — HanucaHue 4epHOBMKA PYKOMUCH,
nepecMoTp 1 pegakTUpoBaHUe PyKOMUCH.

P.l. TamuMpoBa — HanucaHwe 4YepHOBMUKA PYKOMUCH,
nepecMoTp U pegakTMpoBaHUe PyKOMUcK.
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Cy6anoHeBpoTuyecKoe KposousnnsHne (CK) — cKomnieHme KpoBu MeXAy anuKpaHuaibHbIM arnoHeBpo30M U HaAKOCTHULEN
KocTen Yyepena. [pegcraBasetr cobon GoKTyupytoLee obpa3oBaHne B 06/1aCTh BOJTOCUCTON YaCTU r0JI0Bbl, KOTOPOE pac-
rpocTpaHsaeTcs Yepes IMHUK LWBOB Yepena. Y getei ¢ CK BO3MOXXHO pa3BuTne aHeMuu, runepbunmpyonHemmm, 601e80ro
cuHgpoma u cygopor. HosopoxxaeHHble ¢ CK MOryT HyaaTbCs B HabII0AEHUN U IEHYEHUN B OTAENEHUN peaHUMaLMn U MHTEH-
cuBHoM Tepanmu. [pu pacnpoctpaHeHun CK Ha 061acTb 0p6UT BO3MOXHbI 0PTaslbMOrIerus, NT03 BeKa, HapyLueHUe 3peHusl.
Mpu 6011bwnx CK KPOBb MPOHUKAET HUIKE CKYJI0BOM AYrn, MOITOMY y pebeHKa MOryT BO3HUKaTb 3aTpyAHEHUS AblXaHWs, arHoa,
HEKpPO3bl MSITKUX TKaHeM. B cybanoHeBpOTUYECKOM MPOCTPAHCTBE Y HOBOPOXKAEHHbIX MOXKET HakanmBatbes 40 250-300 ma
KpoBwu. [Moatomy ripu 60/bLmx CK BO3HUKaIOT runoBOEMUS, apTepuasibHas rMnoTeH3us, Koaryaonatus, reMopparud4ecKkui
WOK. Y geten ¢ CK BO3MOMXHbI Cy6aypasibHble reMaToMbl, pa3pbiBbl HAMETa MO3XKeYKa, rnepesomsl Kocten Yyepena. Cpeau
mnageHueB ¢ CK, nocTynuBLUMX B OTAE/IEHME peaHuMalLmnu, neTaibHOCTb cocTaBaseT 12—-14%. [inpoepeHumnanbHas amar-
HOCTUKa NPOBOAMNTCS B OTHOLUEHUM KepasioreMaToM 1 60J1bLLION POAOBOK OMNyXo/u (caput succedaneum). YibTpa3ByKoBoe
ncene[oBaHUe Mo3BoseT AupoepeHUMpoBaTh COCTOSIHUSA, ONPEeAENTb AallbHENLLIEN TaKTUKY MHCTPYMEHTa/lbHOM BU3yan-
3auUmnn n BeaeHns naumeHTa. TexHUKy MpoBeAeHUS YAbTPa3ByKOBOIO MCCAe[0BaHMs y AeTel MOryT OCBOUTb HEOHATOJIOM!,
aHecTe3nosorm-peaHnumatosiory, neanatpel. Heb6osnbwmne CK paccackbiBaloTCAd CaMOCTOSITE/IbHO B TEYEHME HECKOJIbKMX
Heaenb. [pu 60abLINX KPOBOU3IUSHMAX MOXKET MOTPe60BaTLCS 0rnepaTMBHOE ie4eHne 3-3a BbICOKOKM 0NacHOCTH pa3BUTUS
OCJI0XKHEHUN (HarHOEHUH, HEKPO30B, KallbLMHaUUI U HapyLLEHUH 3pEHUS).

Knro4deBble cnoBa: cy6arnoHeBPOTUHECKOE KPOBOUIIUSIHUE, KedasioremaToma, POZ0Basi 0ryx0Jsb, HOBOPOXKAEHHbIN, TpaBMa

Ansa yntnpoBaHuns: Knocos A.®. Cy6anoHEBPOTUYECKOE KPOBOUIINSHUE Y HOBOPOXKAEHHbIX: 0630p NuTepaTypbl. Bonpocs:
coBpemeHHo# negmatpun. 2025;24(3):140-145. doi: https://doi.org/10.15690/vsp.v24i3.2901

BBEAEHMUE

CybanoHeBpoTMyeckoe KpoBouanuaHue (CK) — ato
CKOMJIEHWE KPOBW MENXKAY HaA4YyepenHbiM anoHEeBpPO3OM
M HagKOCTHMLEN KocTen yepena. CK HasbiBaloT TaKxe
3NUKPaHWanbHbIM WAKM cy6raneanbHbiM KPOBOWU3IUSAHM-
€M B COOTBETCTBUM C NIATUHCKMM Ha3BaHWEM anoHEeBPO-
3a — aponeurosis epicranialis, galea aponeurotica [1, 2].

ANUKpaHWanbHbIM, WAW raneanbHbli, anOHEBPO3 — 3TO
MPOYHbINA C/IOW CYXOXMWbHOW TKaHW, KOTOPbIM MOKpbIBaeT
BEPXHIOIO YacTb Yepena y KMBOTHbIX U Ntogen. ANOHEBPO3
Ha4yMHaeTCs OT HapYXHOro 3aTbl/IOYHOro 6yrpa W 3aKaH-
ynBaetca B obnactv nba. ANUKpaHWanbHbIN anoHeBPO3
ABNSETCH COCTABHOW YacTbio 3aTblIO4YHO-T06HOM MbILWLLbI
[3, 4]. No 60Kam anoHeBPO3 C ABYX CTOPOH NpUKpenaseTcs

Andrey F. Kiosov

Pavlov First Saint Petersburg State Medical University, Saint Petersburg, Russian Federation

Neonatal Subgaleal Hemorrhage: Narrative Review

Subgaleal hemorrhage (SH) is a blood pooling between epicranial aponeurosis and skull bones periosteum. It is a fluctuating mass on
the scalp spreading through the cranial sutures. Children with SH may have anemia, hyperbilirubinemia, pain syndrome, and seizures.
Newborns with SH may require monitoring and treatment in intensive care unit. Ophthalmoplegia, eyelid ptosis, and visual impairment
are possible if SH is spreading to the orbital region. In case of large SH, blood can penetrate below zygomatic arch, thus, the child
may have difficulties with breathing, apnea, and soft tissue necrosis. Up to 250-300 ml of blood can accumulate in subaponeurotic
space in newborns. Therefore, large SH may lead to hypovolemia, arterial hypotension, coagulopathy, and hemorrhagic shock. Children
with SH may have subdural hematomas, cerebellar tentorium ruptures, skull fractures. Mortality rate among infants with SH admitted
to intensive care unit is 12-14%. Differential diagnosis should be performed with cephalhematoma and large caput succedaneum.
Ultrasound examination allows us to differentiate these conditions, determine further tactics of instrumental imaging and patient
management. Neonatologists, intensivists, and pediatricians can master the ultrasound examination technique in children. Small SH
can reabsorb on their own within few weeks. Surgical treatment may be required in case of large hemorrhages due to the high risk of
complications (suppuration, necrosis, calcifications, and visual impairments).
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K YWHbBIM MbllILAM M MPOAOMKAETCS Yepe3 BUCOYHYO dac-
LLMIO [0 CKYNOBOW AYrH, PacnonoxKeH MexXay KOXHbIM MOKPO-
BOM M HAAKOCTHULEWN, C KOXHbIM MOKPOBOM MPOYHO CBSA3aH
GUOBPO3HO-KMPOBLIM CIOEM, K HAIKOCTHULE NMPUKPENnseTcs
PbIXJION COEAMHUTENBHOM TKaHbIO, KOTOPas MO3BOJISET KOX-
HOMY NOKPOBY M anoHEBPO3Y NepemeLlaTbcs Ha HebonbLIoe
paccTosiHue [1, 5].

B MexayHapoaHOW CTaTUCTUYECKOM KnaccuduKaumm
6051e3Hen u nNpobnem, CBA3aHHbIX CO 340poBbem, 10-ro ne-
pecmoTtpa CK oOTHeceHOo K poaoBOW TpaBMe BOSIOCUCTOM
yacTtu ronosbl (P12) u onpegensietcs Kak «cy6anoHeBpOTH-
YeCcKoe KpOoBOM3NUSHME NpU poaoBoM TpaBmer» (P12.2).

CK yacTto onucbiBaloT Kak COCTOsiHME, He MpeacTaBis-
lolee onacHOCTU ANns 340POBbs HOBOPOXAEHHbIX AeTen.
OaHako y mnageHueB ¢ CK BO3MOHbI CUTyalMK, KOTopble
MOryT NPUBOAUTb K HEGAronpuUsaTHbIM NocneacTBusam [6, 7].
Kpome Toro, y HeoHaToN0roB, peaHMMaToNI0roB 1 NeanaTpoB
4acTo BO3HMKAIOT TpyAHOCTU B AnarHoctuke CK, kedanore-
MaToMbl, 60/bLION POAOBOW OMNyxoau (caput succedaneum).

PACMPOCTPAHEHHOCTb

CK MOeT BO3HMKaTb Y HOBOPOXAEHHbIX B pe3y/bra-
Te TpaBMbl — POAOBOW (HaTanbHOM) MAWM MNOCTHaTa/lbHOW.
bonbwunHcTBO paboT no TeMe CK MnocBsWEeHbl OnuMCaHuIo
cllydaeB KpPOBOWSMUSHUW BCNeACTBME MMEHHO POAOBOWM
TpaBMmbl [3, 4]. MHumaeHTHocTb CK (KonnyecTBO BnepBble
3aperncTpupoBaHHbIX cnyy4aeB) coctasngetr 0,4-0,6 cny-
yaa Ha 1000 popgos. lpyM MCMNOAb30BaHMKM aKyLEPCKUX
LMNLOB M BaKyyM-aKCTpaKTopa Yyactota CK yBennymnaeTtcs
no 4,6-5,9 cnyyaa Ha 1000 pogos [1, 2]. PacnpocTpaHeH-
HocTb CK, BEpOATHO, HEAOOLEHEHa, rMaBHbIM 06pa3oM —
B CBfA3M co cnydyasmu CK Hebonbluoro pasmepa [5, 8, 9].

Y neten cTapluero Bo3pacTta, NogpocTKoB 1 B3pocbix CK
MOXET BO3HWKaTb BCNEACTBME TpaBMbl BOSOCWUCTOM 4acTu
ronoBbl — Hanpumep, Nocfie YKYCOB MUBOTHbIX, MJETEHMUS
KOCWYEK, BblAeprnBaHus BoNOC, Npu *KECTOKOM 06paLleHnn
¢ pebeHkom [10-12].

G®AKTOPbI PUCKA

KaK y»Ke oTMe4YeHo, BbICOKUI pucK pa3suTusa CK y HoBo-
POXAEHHbIX aCCOLMMPOBAH C UCNOSIb30BAHUEM BaKyyM-3KC-
TpakTopa (60-89% Bcex crnyy4yaeB) U aKyLEpPCKUX WMNuoB
[1, 9, 13]. MNpu Heyaa4yHbIX MOMbITKAX BaKyyM-3KCTPaKLMK,
a TaKXKe MpU HapyLEeHUSaX TEXHUKM HaNOXEeHMs valedek
M wmnuoB puck CK ewe Bbiwe [2, 14, 15]. B aton cBA3wn
nocfie CMOXHbIX POAOB, @ TaKXe MCNOb30BaHMUS LWMMNLOB
N BaKyyM-3KCTPaKUMKU cneayeT opraHuM3oBaTb afjeKBaTHOe
HabnaeHne B AMHAMUKe ONs npegoTspaleHus Hebnaro-
NPUATHBIX cobbiTuh [1, 16, 17]. CnoHTaHHOe pa3Butue CK
Yy HOBOPOX/EHHbIX AeTEW BO3MOMXKHO MPU HapyLleHWW arpe-
raumMm TpomboumTtoB [5], cBEpTbiIBAEMOCTU KpoBMu [D, 7],
neduunte ButamuHa K [5]. Y geten ¢ CK BO3MOXKHbI Hacnea-
CTBEHHbIE HapylleHWs CBEPTLIBAEMOCTU KPOBW, Hanpumep
60ne3Hb Bunnebparaa [7]. CK MOXKeT 6biTb NEPBbLIM NPOSIB-
neHnem remopunum [16, 18], HeoHaTanbHOW anIOMMMYHHOM
TpomboumToneHumn [5, 18]. Y HoBopoxaeHHbIX ¢ CK, poans-
lwmnxcs 6e3 NpPUMEHEHMS LWMMLOB WM BaKyyM-3KCTPaKLMHK,
B NepBYyIo o4epeb CneayeT UCKI0YUTb UMEHHO HapylleHus
cBepTbiBAaEMOCTH KposM [5, 6, 8].

MEXAHU3M PA3BUTUA

Pazsutre CK cBA3aHO C pa3pbiBOM 3MUCCAPHbIX BEH, MO
KOTOPbIM KPOBb COBMpPaETCs OT KOXHbIX MOKPOBOB O/1I0BbI
M OTBOAMTCS K AypaibHblM MPOCTPAHCTBAM, U CKOMIEHUEM
KpoBM B NoAanoHEBPOTUYECKOM MnpocTpaHcTee [1, 4, 16].
OnucaHbl cny4an BoO3HUKHoBeHMS CK npu NMHENHbIX M BAaB-
JIEHHbIX NepenomMax Kocten Yyepena [2, 17, 19].

BaHO 3HaTb, 4YTO cybraneanbHOe NPOCTPAHCTBO UMeEET
60nbLION pa3mep. KpoBb MOXKET pacnpocTpaHaTbCs Bnepea
[0 Oopb6uT, K3agu Ao 3aTbllo4yHOro 6yrpa, natepanbHO A0
BMco4HoM dacumm [19, 20]. NMoTeHunanbHo B cybanoHeBPO-
TUYECKOM MPOCTPAHCTBE Y AeTeln BO3MOXKHO CKOMAEeHWe Ao
250-300 M KpoBK. Y HEKOTOPbIX MNaAeHLEB KpoBonoTeps
npu CK moxeT coctaBuTb A0 50-75% oT o6bema LMPKYIn-
pytowen Kposu [1, 3, B].

K/IMHUYECKASA KAPTUHA

Cpagy nocne poxKaeHus KInHn4eckne npusHaku CKy mna-
[eHLEB, KaK npaBuio, oTcytcTBytoT [3, 5, 7]. Mocne «cBeTtno-
ro» NpomexKyTKa (B Te4yeHue MnepBbiX 6 Y XKUBHWU) COCTOAHME
pebeHKa nocTeneHHo yxyawaetcs [5]. Hanbonee 4yacTbiM
HavanbHbIM cumnToMom CK (B 20% cnyyaeB) sBNSIETCA OTEK
B 06/1aCTW BOJIOCUCTOM 4acCTK rofioBbl — Hanpumep, B MecTe
HaNoXEeHWs YalleyeK Mnpu BaKyym-aKcTpakuuu [5, 13, 14].
KnnHMYecKn oTeK NposiBAsieTcs MU3MEHEHUEM BHELLHEro B1aa
1 yBESIMYEHUEM OKPYKHOCTU ronossl [5, 8, 17].

Mo mepe passutua CK nosiensetcs o6pa3oBaHue B obna-
CTW BOJIOCUCTOM YacTu ronoBbl. Kak npaBuno, 3T0 NpoOUCXo-
OWT B TEYEHWE HECKOMbKMX HYacoB WM CYTOK Mocne poxie-
HuA (puc. 1). O6pazoBaHune npu CK nepeceKaeT MHUK LWIBOB
yepena u MOXKET pacnpoCcTpaHATbC Ha 60bLUYI0 Maowaib.
Ha passutne CK MoxeT ykasbiBaTb pacnpocTpaHeHne obpa-
30BaHUA Ha obnacTtb 16a, Ao opbut [2, 7, 8]. O6bpa3oBaHune
XUOKOCTHOe, GNOKTYMpyeT npu nanbnauuu. oa cunon
TaxecTn CK cmelaetcs B 3aBUCUMOCTU OT MOJIOMKEHUSA
rofioBbl pebeHKa. Y MnageHua nocne BaKyyM-3KCTpaKLUuu
BO3MOHO MOBpPEX/IEHUE KOMXHbIX MOKPOBOB, MPONUTbIBa-
HWE KPOBbIO MOAKOMHO-XMPOBOM KnetdyaTku [1, 8, 15].
Y pebeHKka 60/1€3HEHHbIN, pa3AparKeHHbIN KPUK, Heratue-
Has peakuus Ha ocMoTp, 6o0n1eBorn cMHAPOM. MoxeT Habto-
JaTtbcs Kpenutaunsa obpasoBaHusa. B KavyecTBe HavasbHbIX
cumntomoB CK y nauneHToB MOryT 6biTb CTOHYLIEE AblXaHKe,
anHog, aecatypaums. Bo3MOXKHbI CHUXEHWEe aABUratesibHOn
aKTUBHOCTW, 3aTPYAHEHUS NPU BCKapMaMBaHuu [9, 21, 22].

Puc. 1. [oBpexaeHne KOXHbIX NOKPOBOB MOC/e BaKyyM-3KCTpaKLun
Fig. 1. Skin lesion after vacuum extraction

-

MpumeyaHue. YBennieHue paamepa OKPYKHOCTHU rofoBbl Ha 2,0 cM
OTMEYEHO YXKe Yyepe3 12 4 nocne poxaeHus. OT 3aKOHHOrO
npeacTaBuTeNs nauueHTa noay4eHo NncbMeHHoe MHGOPMHUPOBaHHOE
N06POBOSILHOE Cornlacue Ha nyGAnKaLmMio HacToswlen doTorpaduu.
McTouHuK: Knocos A.9., 2025.

Note. An increase of head circumference by 2.0 cm was noted during
first 12 hours after birth. Written informed voluntary consent to publish
this photo was obtained from the patient’s legal representative.

Source: Kiosov A.F., 2025.
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Mpu nporpeccMpoBaHnn KPOBOUIIUAHUSA B KIIMHUYECKON
KapTUHE NOSABAAIOTCS OTEYHOCTb BEK, nepuopbuTanbHbIn
OTEK, MOAHATUE U CMELLEHME YLIHbIX PAKOBWH, YBENUYEHUE
OKpYXKHOCTM ronoBbl [5, 23]. Becneacteue pacnpocTpaHeHus
CK Ha o6nactb op6buUT BO3MOXHblI NTO3 BeKa, odpTaibMo-
naervss Wan napanuy Mblll r1as3a no npuyMHe nopaxe-
HWS rna3ofBuraTesibHbIX HEPBOB. BO3MOXHbLI M3bA3BAEHUS
poroBuLbl, HapylweHne 3penus [1, 19, 20]. Mpn CK KpoBb
MOXET MPOHMKaTb HUXKE CKYNOBOWM Ayru, BCAEACTBME 3TOrO
y pe6eHKa MoryT 6bITb 3aTPYAHEHNS AbIXaHWUS, HEKPO3bl KOX-
HbIX MOKPOBOB M MATKMX TKaHewn [5, 7, 8].

Mpn 6onbwom CK y pebeHKa NosBASIOTCA KIMHUYECKUE
NpPM3HaKW, CBSABAHHbIE C MAaCCMBHOM KPOBOMOTEPEW, 4TO
NpeAcTaBnseT Cepbe3Hy0 ONAaCHOCTb AN1S KU3HWM MaafeHua
[6, 8, 18]. Y pebeHKa BO3MOXHbl TaxuMKapaus, TaxumnHoas,
611eAHOCTb, aHeMus, apTepuanbHas rMNOTEH3Us, Koaryno-
natms, HecTabunbHOCTb rEMOAMHAMUKKU, FeMopparmMyecKkui
WOK [16, 21, 22]. PeructpmpyeTtcst CHUXEHUE YPOBHS 3pUT-
pounToB, remornobuHa, rematokputa [15, 18]. BoamorkeH
netanbHbIM Ucxop [1, 3, 5].

Y HoBopoxaeHHbIx ¢ CK BO3MOXHO pa3BUTHE MNaTONOMM-
YECKOW XenTyxu, runepbunupybrHemumn [8, 10]. Y pebeHka
¢ wentyxon u CK nnun npu codetanmnn CK 1 Kedpanorematombl
Heo6X0ANMO NPOBOANTL AMHAMUYECKMI KOHTPOb YPOBHS BGUK-
pybuHa CbIBOPOTKM KPOBM ANS NPefoTBpalleHuss HEBPOIOrK-
YECKMX OCNOXKHEHWUW 1 pasBUTUS SOEePHOM XenTyxu [5, 22, 24].

CK y HOBOpPOXOEHHbIX 4acTO acCoLUMMPOBAHO C TPOM-
éouuTonatMen, TPOMOBOLMTONEHNEN, remMornobuHonaTnen,
reHeTM4YeCcKoM HeaocTaToyHoCTblo depmeHToB [1, 2, 5],
HacneaCTBEHHbIMW HapyWeEHWS MU CBEPTbIBAEMOCTU KpPO-
BMW, U B YacTHOCTU ¢ 6onesHblo BunnebpaHpa [16, 18, 20].
Kpome Toro, y geten ¢ CK onucaHbl Kedanorematombl, 3nu-
fypanbHble, cy6aypanbHble remaTtombl, cybapaxHouaabHble,
BHYTPUIKENYAOYKOBbIE M MapeHXMMaTO3Hble KPOBOW3US-
HMS, pa3pbiBbl HAMETA MO3XEYKa, Nepeombl KOCTEN Yepe-
na, NOBPEXAEHUS MNEe4YEeBOro CMNETEHUS, KPOBOUSNUSHUS

B Haano4yeyHuku [6, 19, 24]. Ta)KeCTb COCTOSIHUS Yy HOBO-
poxaeHHbIX aeten ¢ CK moryT ycyry6nstb cOMyTCTBYOLINE
3aboneBaHunsa U TpaBMbl [2—-4].

OCJ/IOXXHEHUA

OcnoxHeHns npu CK passuBatotcsa peako [1, 15, 25].
O4HMM U3 Haubosiee OMacHbIX U3 HUX CHUTAETCH MPOHWUK-
HOBEHMWE KPOBM B MMasHMLY, YTO NMPUBOAMUT K NTO3Y, odTanb-
MOMJIErMK, U3BA3BNEHNUIO POrOBHLbI U HApYLEHUIO 3PEHUS
[19, 20]. MNMepBbIM KIMHUYECKUM NPOSIBIEHNEM BO3HUKHOBE-
HUSA y peBeHKa TaKOro OCNOXHEHUS MOXKET 6bITb HECMOCO6-
HOCTb OTKpPbITb Ma3a [5, 10]. MNpu 6onbwmnx CK moryt ¢op-
MUPOBAaTbCA HEKPO3bl MATKMX TKAHEW, KOXHbIX MOKPOBOB.
B uncne ocnoxkHeHun onucaHbl HarHoeHue CK, occuduka-
LumMs, KanbUuHauusa remaTombl [25-271.

ANOOEPEHLUANIbHAA AUATHOCTUKA

CK OTHOCAT K 9KCTpaKpaHWanbHbiM 06pa3oBaHUsM, TO
eCTb K 06pa30BaHUsAM, PAcnofioXEHHbIM CHAPYXW N0 OTHO-
lweHnto K nonoctu 4vepena [1-3]. K aKcTpaKpaHuaabHbIM
06pa30BaHNAM OTHOCAT TakXKe KedanoremaTombl (KpOBO-
U3NUSHUE NOA HAAKOCTHULIEM KOCTEW 4yepena, KOTOpOe He
pacnpocTpaHsaeTcs 3a nepenesnbl OAHON KOCTU) U 60MbLUYIO
poaoByto onyxosb [8, 28, 29]. Y HOBOPOKAEHHbIX ¢ 06pa30-
BaHWeM B 061aCTU BOIOCUCTOM YacTh rofioBbl AnddepeHuu-
abHYy0 AMarHOCTMKY B MEPBYI0 o4yepeab cneayet NpoBOANUTb
mexay CK n Kedanorematomon (cMm. Tabnuuy) [5, 30]. Mpwn
CK KpoBou3nnsaHWe pacnonaraetcs Hag HagKOCTHULEN U He
orpaHunymMBaeTtcs ogHon KocTbto [31, 32]. CK Bcerga aBnset-
cs 6onee TAKeNbiM 3aboneBaHneM No CpaBHEHUIO ¢ Kedaso-
remaToMoMn, MO3TOMYy CBOEBPEMEHHasi AMarHOCTMKa UmeeT
BaXKHOE 3Ha4vyeHue A9 300poBbs nauneHTa [8, 13]. Cneayet
NMOMHUTb, YTO Y HOBOPOXKAEHHOIrO pebeHKa MoXeT 6bITb cpa-
3y HECKO/NIbKO 3KCTpaKpaHuasbHblX 06pa3oBaHui. Y naumu-
€eHTa ¢ 60/1bLLIOW POAOBOM OMYX0/bio MOryT cCPOpPMUpPOBaATLCS
CK 1 ogHa nnu HecKonbKko Kedanorematom [30, 33].

Ta6nuua. KnmHnyeckne oco6eHHOCTU SKCTpaKpaHuaibHbix 06pa3oBaHui y AeTewn

Table. Clinical features of extracranial masses in children

” Cy6anoHeBpoTU4ECKOE PopoBas onyxonb
Kputepuin Kedanorematoma
KPOBOU3/IUAHUE (caput succedaneum)

YactoTta Peako YacTto Yacto
PacnonoxeHune Mex gy anoHeEBPO30M Mexay HagKoCTHULEN OTeK MArKMX TKaHen
KPOBOU3NUAHUS 1 HagKOCTHULLEN M KOCTHOM NNaCTUHKOWM B 06/1aCTV ro/0BbI

YacTo ABYCTOPOHHee YacTo oAHOCTOpPOHHEE [ByCTOpOHHEE
KnuHuyeckne oco6eHHOCTH obpa3oBaHu1e, measieHHoe obpas3oBaHue, MeasieHHoe obpas3oBaHue,

paspelleHve paspeLueHve 6bICTPOE paspelleHne
0O6bem KpoBMu 3HayuTenbHbI He6onbLwown Kak npaBwuno, KpoBW HET

PacnpocTpaHeHue

MNepeceKaeT WBbI Yepena
Hepes JIMHUIO WBa

He nepecekaeT WBbl Yepena MNepeceKaeT WBbI Yepena

MNMocne poxaeHns o6pa3oBaHns
MOMET He 6bITb. HapacTaHue
pa3mepoB 06pa30BaHNd

[10 MaKCUManbHbIX

B TeyeHne 48-72 4

[JvHamunKa pa3mepoB

[Mocne poxaeHus o6pa3oBaHns
MOXET He 6biTb. HapacTaHue
pa3mMepoB 06pa3oBaHUd

[10 MaKCUMasbHbIX

B Te4eHne 48-72y4

Hawn6onblume pasmepbl
cpasy nocne poxaeHus.

He npouncxoauT HapacTaHmsa
pa3mMepoB B TeyeHue
48-72y

MeaneHHoe yMeHbLIEHUe
pa3mepoB 06pa3oBaHMS.

MepaneHHoe ymeHblIeHNe
pa3mMepoB 06pa30BaHUS.

BbICTpOE yMeHblleHME
pa3mepoB 06pa30BaHUS.

[OnvutenbHoCTb Pe3opbuunsa nocne poxaeHus Pe3op6uus nocne poxxaeHus PaccacbiBaeTcs NONHOCTbIO
B TEYEHUE HECKONbKUX HeAeNb, B TEYEHUE HECKONbKUX Hefenb, B TeYEHUE HECKONbKMX YacoB
mMecsLeB mMecsLeB WSIU CYTOK NOC/E POXAEHUS

Teyenve B0O3MOKHO TxKenoe Kak npasuno, [o6pokayecTBeHHOE
cocTosiHWe pebeHKa [06pOKayeCcTBEHHOE TeveHne TeyeHune

MporHo3s CepbesHbliii OTHOCUTENbHO 61aronNpPUATHBIN BrnaronpusatHbIv




UWHCTPYMEHTAJ/IbHASAI AUATHOCTUKA

CK y HOBOpPOMAEHHbIX AMArHOCTUPYETCS KIMHUYECKM,
a [ONOSIHUTENbHbIE MHCTPYMEHTA/IbHbIE UCCNEef0BaHNs, Kak
npaBuno, He npoBoadaT [1, 2, 5]. OgHaKO B HEKOTOPbLIX CAy-
Yyasix OCHOBbIBAsiCb TO/IbKO HA OCMOTPE, CINOXHO AnddepeH-
UMpoBaTb 3KCTpaKpaHuanibHble 06pa3oBaHKs, OCOOBEHHO
CK v Kedanorematomsbl [28, 29]. M03TOMYy Y HOBOPOXKAEH-
HbIX AeTeln MOXeT noTpeboBaTbCA MNPOBEAEHWE YbTpa-
3BYKOBOro uccnegoBanus (Y3U), peHtreHorpadumn yepena,
KoMmnbloTepHow (KT) nam marHMTHO-pe30HaHCHOM ToMOorpa-
dumn (MPT) [30, 33, 34].

be3ycnoBHO, 60onee [OCTOBEPHYD KapTUHY aHaToMo-
TonorpadMyecknx B3aMMOOTHOLIEHMM obecrnevymBaeT WUc-
nonb3oBaHne KT n MPT [2-4]. OgHaKo 3Tv mMeToAdbl MMEOT
CEpPbE3Hble OrpaHUYEeHUsT K NMPUMEHEHWIO B HeOHaTallbHOM
nepvoje U3-3a BbICOKOWM Jly4eBOM HArpy3ku n HeE06X0aAMMOCTH
MCNoNb30BaHUs cefaTuBHbIX npenapatosB [30, 34]. B aton
CBSI3M MEeTOAOM BblGOpa y HOBOPOXAEHHbIX C Heandode-
PEHUMPOBAHHbIMU 3KCTPaKpaHuaibHbIMW 06Pa30BaHUSMMU
asngetca Y3U ronossbl [5, 23, 33]. 310 uccnegoBaHue nomo-
raet auoddepeHumpoBatb CK, kedbanorematombl, poaoByto
onyxonb. [Ana npoeaexns Y3U ronosbl HeobxoaMma 6a30-
Bas ylbTpa3BYKOBas annapartypa, a TexXHWMKa NpoBeAeHus
uccnefoBaHUs CTOSb NPOCTa, YTO ee 6e3 Tpyaa MOryT OCBOUTL
Bpa4u-HeoHaTonor u neamnatpol. ccnegoBaHne MOXET ObiTb
npoBeaeHo BbICTPO, Y nocTenn 6onbHOro [24, 34].

[Ong nonyyeHUss KayeCTBEHHbIX WM306paKeHuwn cne-
AyeT MNPUMEHATb JIMHENHbIE BbICOKOYACTOTHbIE [AaTyYMKM
(8,0-12,0 MIu, 10,0-11,0 MIu). YnbTpa3ByKOBbl€ CKaHbI
Heob6xoAMMO fenaTb Mo Bcew AnHe ob6pa3oBaHWeA, He
MeHee YeM B [ABYX MepPneHANKYNAPHbIX NIOCKOCTAX, YTOObI
MOSIHOCTbIO PacCcMOTpeTb CTPYKTYypy. lNpu CKaHMpoBaHWM
0cob60€e BHUMaHue cnegyet yaensaTb pacnosioKeHuo obpa-
30BaHWS OTHOCUTENIbHO HAAKOCTHMLbI, KOCTHOM MAACTUHKM
W NUHKIM YepenHbix wBoB [33]. HagKkocTHULa onpefenseTcs
B BUAE FMMEPIXOrE€HHON JIMHWUM MO OTHOLIEHUIO K OKpPYXa-
IOWMM CTpyKTypam. LUBbI onpeaenstiotca B BUAE TOHKMX
AHIXOTEHHbIX MPOMEXYTKOB, KOTOpble pa3aensiioT 3XOreH-
Hble NIaCTUHKNM — KOCTW Yepena [34-36].

Puc. 2. Cy6anoHeBpoTnyecKoe
KPOBOU3NIUSIHWE
Fig. 2. Subgaleal hemorrhage

o A

lMpumeyaHune. AHaxoreHHoe obpa3oBaHue (*)
nepeceKaeT IMHUIO CTPENOBUAHOrO WBa (M).
McToyHmk: Knocos A.d., 2025.

Note. Anechogenic lesion (*) crosses sagittal
suture line (7).
Source: Kiosov A.F., 2025.

Puc. 3. Kedanorematoma 0gHOCTOPOHHSASA
B 06/1aCTM NPaBOi TEMEHHOW KOCTU

Fig. 3. Unilateral cephalhematoma

in the right parietal bone area

lNpumeyaHme. AHaxoreHHoe o6pa3oBaHue (*)
He nepeceKaeT IMHUIO CTPEeNoBUAHOIO

waa ().
McTouHuK: Knocos A.d., 2025.

Note. Anechogenic lesion (*) do not cross
sagittal suture line (*).
Source: Kiosov A.F., 2025.

Y3U-npusHakn CK: aHaxoreHHoe obpas3oBaHWe (CKor-
NIeHWe KpOBM), KOTOpOe NepeceKaeT /IMHMK LIBOB Yepena
(puc. 2). B rnybuHe aH3XOreHHoro o6pa3oBaHUs BU3yanu-
3UPYIOTCH PacCMofiOKEHHbIE PAAOM HaAKOCTHMLA WM KOCT-
Hasa nnactuHKa [33, 35]. Y3N-npu3Haku KedanoremaTombl:
aHaxoreHHoe o6pa3oBaHWe (CKOMJeHue KpoBMW), KOTopoe
He rnepeceKaeT NMHWUK LWBOB 4Yepena (puc. 3). AHIXOreHHoe
ob6pa3oBaHME PacnoNoXeHO MeXay HaaKOCTHULIEW M KOCT-
HOM nnacTuHKon [34, 36]. Kedanorematoma MOXKeT pac-
nonaratbCcs Ha NO6G0OM KOCTM CBOAa 4epena — TEMEHHOWM
(4alie Bcero), 3aTbl/IOYHOM, BMCOYHOM, No6HOW [2, 33, 34].
Y HOBOPOXAEHHbIX AeTern MoryT chopMupoBaTbCs cpasy
HECKONbKO Kedanorematom. Kak npaBunio, passuBaloTCs
O[HOCTOPOHHME KedanoremaTombl (89% BCeEX Cnyvyaes; CM.
puc. 3), pexxe — asyctopoHHue (11%; puc. 4) [30-32]. Y3U
Yy HOBOPOXAEHHbIX NO3BONSET BbIAENUTb NALMEHTOB C NOAO-
3peHnem Ha CK nnu Kepanorematomy, a TaKKe onpeaenuTb
HEOob6X0AMMOCTb AalibHENLLEN MHCTPYMEHTaIbHON BU3Yyanu-
3aunn (peHtreHorpadusa yepena, KT, MPT) [23, 30, 36].

OPrAHU3ALUMUA HABNTIOAEHUA

B pe6iote CK KIMHMYECKME CUMNTOMblI KPOBOU3IUAHUS
MOryT 6bITb CllaboBbIpaXKeHHbIMWU. B 3TON CBA3M KIMHULMUC-
TaM TpebyeTcs CBOEBPEMEHHO BbIAENATb TPYMMbl NalMeH-
TOB € nogo3peHnem Ha CK [1, 6, 9]. 310 HeobxoaMMO Ans
opraHu3aumn AMHaMUYecKoro HabnaeHnsa 3a AeTbMMU, NPOo-
BEAEHUS NIeYEeHUS U CHUKEHUS pPUCKa HebnaronpuaTHOro
ncxoda 3aboneBaHWsa. Yem paHblue yCTaHOB/IEH AMarHo3
CK v opraHu3oBaHbl afleKBaTHble HabN4eHUe U eyeHune,
TEM HUKE PUCK XKMIHEYrPOXKaloLMX OCIOXKHEHWUA U NeTanb-
Horo ucxoda [2, 8, 22]. B 60nbluMHCTBE Cly4yaeB HOBO-
poxkaeHHble ¢ CK HyXgatoTca B HabAOAEHUWU, MOHUTOPUHIE
nynbCoKcumeTpuu [1, 2, 5], a TaKKe n3MepeHnn pasmepos
06pa30BaHNS U OKPYKHOCTU rONI0OBbI B AWMHaMUKe [3, 5, 7].
MpK opraHu3aunn yxoaa 3a HOBOPOXK/AEHHbIM C Nnoao3pe-
HMem Ha CK cneagyet msberatb MCMNONb30BaHUSA AETCKUX
Lano4yeK Uan 4acTo CHUMaTb KX, HTOObl MOXKHO GblSI0 BOBpE-
M$Sl 3aMeTUTb M3MeHeHne POopMbl roN0BbI, HaYano Gopmu-
poBaHuns o6pazoBaHua [5]. CtaHgapTHoe nabopaTtopHoe

Puc. 4. Kedanorematoma ABYCTOPOHHSAS

B 061aCTW NPaBOM U SIEBON TEMEHHbIX KOCTEN
Fig. 4. Bilateral cephalhematoma

in the right and left parietal bones areas

lNpumeyaHme. AHaxoreHHble 06pa3oBaHus (*)
He nepeceKaloT IMHUIO CTPENOBUAHOMO

ws.a (M).

McTouHuK: Knocos A.®P., 2025.

Note. Anechogenic lesion (*) do not cross
sagittal suture line (7).

Source: Kiosov A.F., 2025.
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Review

0630p NuTepaTypsbl

o6cnefoBaHve nauveHTa BKAOYaAeT B cebs KIMHUYECKUM
aHaNn3 KPOBU (3PUTPOLUTLI, FEMOMO6UH, reMaTOKPHT, TPOM-
60UMTbI), aHaNnM3 BUOXMMMYECKUX NOKa3aTenen (6unnupyouH
06LLMI, NPSIMOK, HENPAMOWM), Koarynorpammbl (GUOPUHOTEH,
nPOTPOMBUHOBOE (TPOMOOMNIACTUHOBOE) BpeEMS, MeXayHa-
pogHOEe HOpMaNuM30BaHHOE OTHOLWIEHWE, aKTUBMPOBaAHHOE
4yacTMyHoe TpoMbonnacTMHoBoe BpeMs) [6, 8, 16]. B cnyvae
BO3HMKHOBEHMS CK y rpyaHbIx aeten, 0CO6EHHO NPKU coyeTa-
H1K CK € KPOBOUSNUAHUAMM B KOXKY U CIM3UCTbIE 0O0I0UKMH,
MOXeT notpeboBaTbCs AOMNONHUTENbHOE o6CnefoBaHWe Ha
npeameT XecToKoro o6palleHus ¢ pebeHkom [11, 12, 17].

JNIEMEHUE

B HacTosillee Bpems npeanoyteHue OTAaeTcs KOoHcep-
BaTMBHOMY mMeToay neveHns CK y HoBopoxaeHHbIX [1, 5, 8].
B pyTMHHOM npakTuKe acnupaumio CKy mnageHues He NpoBo-
aat [2, 6, 25]. Mpu nyHKUMKM CK MHDEKLUS MOXKET NPOHMKaTb
no BeHaM-aMuccapam B AypalibHble CUMHYCbl, YTO CMOCOBGHO
NPUBECTH K YXYALLIEHWUIO cocTosHWA pebeHKa [16, 26, 27].

BceM HOBOPOXAEHHbBIM MOCAE POXAEHUSA cneayeT npo-
BOAWNTb NMPOdUNAKTUKY remopparMyeckon 60ne3Hu BUTa-
MunHoM K [1, 2]. etn ¢ CK MoryT HyXaaTbcs B KynuvpoBa-
HUK 60NEeBOro CMHAPOMA, IeYEHUN TMNEPOUNNPYOUHEMMM,
aHemun [6, 9, 24].

Mp1 BO3HMKHOBEHWM NOAO3PEHUI Ha HECTAabWUNbHOCTb
reMoAMHaMUKKN HOBOPOXKAEHHbIN ¢ CK Hy)KaaeTcs B nepe-
BOJAE B OTAeNEeHWe peaHMMauuu U MHTEHCUMBHOM Tepanuu
[5, 18, 23]. leTam npoBoAMTCS Tepanus ¢ LieNbto NoAAEePK-
KW reMoAnHaMMWKK, BOCCTAHOBNEHUSA 06beMa LIMPKYINPYLO-
Wen KPOoBM, yCTPaHEeHUs aHeMUK, aumMaosa, Koarynonatuu
[8, 16, 22].

PaHee y HoBopoxaeHHbix ¢ CK pexkomeHgoBanu npo-
BOAMTb HaNOXeHWe KOMMPECCUOHHbIX MOBA30K Ha 06nacTb
rematombl [1]. OaHaKo adPEeKTUBHOCTb 3TOro crnocoba neve-
HUS He Gblna noaTBepKaeHa [1, 2, 5].

B o4yeHb peakux cnydasx npu 60NbWKX U yBEIUYMBALIO-
wuxcs CK MoxeT noTtpe6oBaTbCsi onepaTtuBHOE fieyeHue
[8, 25, 26]. Acnupauusa Kpou npu 6onbluinx CK nossonsaet
YMEHbLWWTb PUCK Pa3BUTUS OCNOXKHEHUIN: MHDULMPOBAHKS,
occuburKaLmm, KanbUMHaLUKWKW, HapylweHnn 3penuns [1, 2, 27].
Acnupaumsa MoxKeT 6blTb MOKa3aHa Npu 60/1bLOM CKOMIEHUN
KpoBKM B 06n1acTv n6a n op6uT [5, 19, 20]. OnncaHo yganeHue
1o 300 Mn remoniM3nMpoBaHHOM KPoBKM Npu NyHKumu CK [7].
Mocne acnupaunn CK nauueHTy HaknagbiBaeTcs Komnpec-
CWOHHas nossa3ka [1, 7].

NMPOrHO3

B 6onblinMHCTBE cnyyaeB nporHo3 y geter ¢ CK 6na-
ronpusaTtHbin. Kak npaBuno, He6onbluve CK He TpebytoT
Tepanuu n paccacbiBatotcd B TedeHne 1-5 Hepg [1, 7, 11].
OaHaKo MoryT 6biTb M HebnaronpusaTHble Ucxoabl [1, 5, 6].
Cpeaun mnageHueB ¢ CK, NOCTYyNMBLUNX B OTAENEHWUE PEAHU-
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MaLWUU U UHTEHCMBHOWM Tepanuwu, NeTanbHOCTb COCTaBAsSEeT
12-14% [1, 3, 5]. NMpeaukTopamum He6NAronpPUATHOrO UCXO-
[Ja ABnaioTca acOUKCUA NPU POXKAEHUU, OLEHKA NO WKane
APGAR meHee 3 6annoB 4yepe3 1 MWH nocne poaoB, MeTa-
60NMYECKUI aLMao3, aHeMUsl, apTepuanbHas rMNOTEH3US,
CyAoporu, Koaryfnonatusl, AUCCEMMHMPOBAHHOE BHYTPMUCO-
CyAnCTOE CBEPTbIBaHME KPOBM, NOYeYHas HeAOCTaTOYHOCTb
[6, 7, 8]. NMocne nepeHeceHHoro CK y agetern BO3MOXHbI
HEBPONOrMYECKME HapyLeHUs, Cyaoporu, anunencus, AeT-
CKMI LepebpanbHblil Napanuy, 3ageprKka NCUXOMOTOPHOro
pasButua [2, 9, 22].

3AK/TIOYEHUE

Mpu CK y HOBOPOXAEHHbIX aeTel B TedyeHue 48-72 y
nocne poXaeHus noasnseTca GaloKTynpyowee obpasoBaHue
B 06/1aCT1 BONOCKUCTON YacCTW FO0BbI, KOTOPOE PacnpocTpaHs-
eTcs Yepes NNHMK LWBOB Yepena. Y pebeHka ¢ CK BO3MOXHbI
aHeMus, runepounnpybuHemmsi, 601eBon CUHAPOM, remoppa-
FMYECKUM LWOK, Tpebylowmne Tepanmu 1 HabnogeHns B AuHamu-
Ke. Mpn 6onbLUMX KPOBOMINUSHMAX TpebyeTcs onepaTuBHOe
NeyeHne M3-3a BbICOKOW ONACHOCTU Pa3BMUTUS OCNOXKHEHUN
B BMJE HarHOeHWI, HEKPO30B, KanbLnHauui CK.
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BocnanutesnbHble 3aboneBaHus kKuleyHuKka (B3K) y aeten npeactaBnisiioT OO0 reTeporeHHyo rpyny XpOHUYEeCKUx 3ab0-
JNIEBaHUH, XapaKTePU3YIOLMXCS PELMANBUPYIOLUMM BOCIMAaEHUEM pPas3/IMYHbIX OTAE/I0OB KEJYy[JOYHO-KUIIEYHOrO TpaKTa.
B nocnegHne gecatunetus oTMedyaeTcsl HEYKJIOHHbIM pocT 3abosieBaemocTn B3K B negmatpudecKkon nonynsymn. Hanbonee
pacrnpoctpaHeHHbIMU popmamu B3K asnsiotcs 601e3Hb KpoHa v A3BeHHbIN KoauT. [uarHoctnka B3K y geten npegcras-
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BBEJEHME

BocnanutenbHble 3aboneBaHus KulweyHuKa (B3K) —
3TO rpynna XPOHUYECKUX PeunavBUPYIOLLMX MMMYHOOMOC-
pefoBaHHbIX 3a60NEBaAHUN KENYAOYHO-KULWEYHOTO TpaK-
Ta (XKKT). Hanbonee pacnpoctpaHeHHbiMK dopmamn B3K
ansatoTca 6one3Hb KpoHa (BK) n g3BeHHbIn KonuT (AK),
anarHoctupyemble npumepHo y 1% Hacenenus [1]. B3K
06blYHO XapaKTEPM3YIOTCH XPOHUYECKON Anapeen (C KpoBo-
TeyeHnem nnu 6e3), abgoMUHaIbHbIM 60/1€BbIM CUHAPOMOM,
TeHe3aMamu K notepen maccobl Tena [1]. B3K BosHuKatoT
BC/IECTBME CJIOXKHOIO B3aMMOAENCTBUS TEHETUYECKMX,
3KOMOrMYeCKMXx GaKTOPOB, HEKOHTPONMPYEMbIX UMMYHHbIX
peakuui U U3MEHEHUN KULIEYHOTO0 MWMKpPOOMOMa, MPUYEM
KaXkabln U3 3TUX GaKTOPOB MO OTAE/IbHOCTU HE MOXET BbITh
npuyYnHOn 3abonesanusa [1, 2]. [lnarHo3 ycTaHaBAMBaloT
Ha OCHOBaHWM COBOKYMHOCTWM [aHHbIX aHamMHe3a, OCMO-
Tpa, NabopaTtopHOro, UHCTPYMEHTANbHOTO U MOPGdONOru-
yecKoro o6cnegoBaHuin. B3K TpyaHo noapatotcs neyveHuto
M 4acTo COMPOBOXAAIOTCA PA3BUTUEM TAXKENbIX U CTOMKMX
OCNTIOXHEHWW (3af€ePKMN pocTa, HapyLWeHUH NOIOBOro pas-
BUTWS, aHEMUK) U CHUKEHMEM KadecTBa *n3Hu (KX) [1, 3].
B otnnume ot B3pocnblx, y ageter B3K otaunyatotcs 6onee
arpeccuBHbIM TEYEHMEM U aTUMUYHbIMU NPOSBAEHUAMHU [4],
YTO 3aTPyAHSET AMArHOCTUKY M TpebyeT MHAMBWUIYaNbHOIO
nofxoAa K nevyeHuto. B cBA3K ¢ 3TUM paHHAs BepUPUKaLMS
M CBOEBPEMEHHOE Ha3HaYeHWe ajleKBaTHOM Tepanuun SBns-
I0TCS KMto4eBbIMU BaKTOpaMu, ONpeaensiowmnumMm nNporHo3
3aboneBaHusa y geten ¢ B3K.

SAMUAEMMUOJIOrUS BOCNAJIUTE/NIbHbIX

3ABOJIEBAHUI KULUEYHUKA

B nocnegHue gecatmnetns otmevaeTcs yCTOMYMBBINM POCT
pacrnpocTpaHeHHOCTH (BCe cydYaun) U UHLMAEHTHOCTU (BNep-
Bble 3aperncTpmpoBaHHble cnydau) B3K Bo Bcem mupe [1, 3].
B cTpaHax ¢ BbicoKon YacToTton B3K dyHKLMOHMPYIOT anuae-
MMWOJSIOTMYECKME PEMUCTPbI, KOTOPbIE CMYXKaT BarKHbIM UCTOY-
HUKOM MHGbOPMALIMK O PACNpPOCTPAHEHHOCTH, PEMMOHANbHbIX
OCOBEHHOCTSAX M AUMHAMWKe pa3BuTua 6onesHu [5, 6]. 3tn
[laHHble NO3BONSAOT NONY4YUTb 60/1EE NONHOE NPEACTaBEHNE
O XapaKTepUCTMKaXx MaLMEeHTOB, M3Y4WUTb MOTEHLMANbHbIE
npuynHbl B3K 1 onpenenvtb GaKTtopbl pucKa Hebnaronpwm-
ATHOrO TeYeHMs 3a60s1eBaHuMS.

CornacHo cuctematuyeckomy 063opy 2022 1., ypoOBEHb
nepBrMyHON 3aboneBaeMocT B3K B pgeTckon nonynsuuu
cambln BbicOKMM B KaHape, CeBepHon EBpone u Hosow
3enaHauun, cambii HU3KMM — B KOxHoW EBpone, AdpuKe,
A3uun un HOxHon Amepuke. 3aboneBaemocTb Ha 100 Tbic.
yesnoBeKo-neT Konebnetca B gunana3oHe ot 0,5 pgo 21,6
B A3umn, o1 0,4 o 3,0 — B LleHTpanbHOM 1 KOxKHOM AMEpUKe,
ot O no 21,3 — B EBpone (3a mnckawyeHnem dapepckux
OCTpOBOB, rge 3aboneBaeMocTb cocTaBuia 41,5 Ha
100 Tbic. YyenoBeKo-neT), oT 2,4 ao 15,4 — B CeBepHon
AmepuKke u oT 5,2 o 6,8 — B OkeaHuu [7]. HYTo KacaeTcs
pacnpocTpaHeHHocTM B3K, cambie BbICOKME ee noKa3aTtenu
3adpuKcupoBaHhbl B lfepmanuu, LeBeuunu, LlotnaHamm n Hosow
WotnaHaun (KaHaga), a camble HM3KMe — B CaydoBCKOM
ApaBuu 1 Jlneuun. PacnpoctpaHeHHocTb Ha 100 Tbic. Yyeno-
BEK BapbupyeT B npegenax ot 5,0 go 52,2 B Azuu, ot 31,0
no 75,0 — B EBpone, o1 28,3 0o 63,6 — B KaHage v o1 21,7
0o 46,0 — B OkeaHuu [7].

B3K pasBuBatotca B nto6om Bo3pacTte, npu atoM 4%
clly4aeB AMarHocTupytoT B Bo3pacTte Ao 5 net, 18% — ao
10 neT, a nNuMK 3a60/1eBaAaeMOCTM MNPUXOAMTCS Ha Noa-
pocTKOBbIM Bo3pacT [8]. CornacHO 3KCMEepPTHbIM OLEH-
Kam, AK cTpagatoT nopsaka 2,6 MaH 4enoBeK B EBpone
n 1,2 MaH vyenoeek B CeBepHon AmepuKe, y 25% nauu-
€HTOB AMarHo3 yctaHaBnaMBaloT B Bo3pacTe Ao 18 net [9].

BONbWMHCTBO €BPOMENCKUX MCCNefOoBaHWM YKa3biBaloT
Ha yBenuyeHue 4yucna cnyvyaeB B3K ¢ paHHUM geb6ioTom
(1-2 cnyyas Ha 100 Tbic. HaceneHus) 3a nocneaHue 15 net
[10]. UccnepoBaHus, NpoBEIEHHbIE B PA3/IMYHbIX PEruo-
Hax CLUA, nokasanu, 4To y 1370 HOBOPOXAEHHbIX U AeTeEN
Mnagwe 17 neTt cpeaHuWn cpok BepudbuKauuMn anarHosa
B3K coctaBun B cpeagHem 10,3 roga, a pasBUTUE OCIIOXK-
HeHWn Habnwopanocb y 37% NoApoOCTKOB B BO3pacTe OT
13 po 17 net, 48% neten B Bo3pacTe oT 6 o 12 netn 15%
nauneHToB Ao 6 net [11]. BpuTaHcKoe neanaTpuyecKoe
ob6lecTBo coobumno, 4To 3a6onesaemocTtb bK y geten go
16 net B Benuko6putaHuu coctaBnset 5,2 Ha 100 Thic.
HaceneHua B rof, NpMYyem camblil BbICOKMM MOKazaTelb
(6,5) otmeyeH B WoTtnananun. B aTon cTpaHe Gblnn 3aduk-
CUPOBaHbl YeTblpexKkpaTHoe yBenuyeHue 3aboneBaemMo-
ctn BK (c 0,7 go 2,9) n oTHoCUTENbHO HeGOoNbLWOM pocT AK
cpeau neten B Bo3pacTe Ao 16 net B nepuog Ao 2000 r.,
a nocne ycTaHOB/NEHO YBeNMYEHUE PacnpoCTPaHEHHOCTH
o6oux 3aboneBaHum [12].

B Poccuu He BegeTcs peructp naumeHToB ¢ B3K, paBHO
KaK M He NMpoBOAMTCS MacwTabHbIX 3NUMAEMUONOTMYECKUX
nccneaoBaHuii X pacnpocTpaHeHHoCTH. o npeaBapuTenb-
HbIM OLleHKaMm, nepBuyHas 3abonesaemoctb AK B cTpaHe
coctaBnsieT 4,1 cnyyas Ha 100 Tbic. HaceneHus, a pac-
NpPOCTPaHEHHOCTb BapbupyeT oT 19,3 ao 29,8 cnyyas Ha
100 Tbic. Ansa BK 3T nokasaTtenun coctasnsoT 0,8 n 3,0—
4,5 cnyyas Ha 100 Tbic. HaceneHns coOTBETCTBEHHO [12].
CornacHo gaHHbiM MuH3apaBa Poccuu, ¢ 2012 no 2015 1.
3a6oneBaemocTb B3K B cTpaHe yBenuunnaco Ha 31,7% ansa
BK v Ha 20,4% — ana AK [13].

B Poccumn 1o 10% cnydyaeB B3K npuxoautcs Ha AETCKYLO
nonynauuio [12]. Cpean 6onetolmx AeTen A0NS FOPOACKUX
*uTenemn coctaBnsier okono 80%. B paHHem Bo3pacTe 3a60-
NieBaHune Yalle BO3HMKAET y Mab4yMKOB, @ B NOAPOCTKOBOM
nepvojae COOTHOLWEHME NaLneHTOB 060MX NONOB CTAHOBUTCS
paBHbIM [14].

PaseuTre B3K accounnpoBaHo ¢ CEMENHBIMU Cy4asimu
6onesHn [15]. MNocnegHre AMArHOCTUPYIOTCA pPaHblue, Yem
crnopagnyeckue, YTo MOXKET OblTb CBA3AHO C rEeHEeTUYEeCKoMn
npeapacnonoXeHHocTbio [16]. BbicoKas 4acToTa KOHKOp-
JaHTHbIX 3a6oneBaHUMM Cpeau MOHO3WMIOTHbIX G/IM3HELOB
Oblna o6HapyXeHa y naumeHToB Kak ¢ BK, Tak n ¢ 9K [17].
CumntaeTcsl, 4TO y XKEHLWMH Bbllle pUCK pa3BuTusa BK, y Myx-
4nuH — AK [18].

KJIACCUOUKALIUA BOCNAJIUTEJIbHbBIX

3ABOJIEBAHWI KULUEYHUKA

MoHpeanbckasa Knaccudukauma B3K, npuHaTtas
B 2005 . n nepecmoTpeHHasa B 2010 r., BKOYaeT B cebs
cneunduyeckne Kputepun ang neguatTpuyeckoro deHoTuna
BK n 4K [19]. Ona 9K knaccudbukaumsa npegycmaTpuBaeT
rpajgaumio NPOTSXKEHHOCTU NoparkeHus: E1 — guctanbHbin
(npokTocurmonauT), E2 — po ceneseHo4yHoro yrna (ne.o-
CTOPOHHMIA KONUT), E3 — cy6TOoTanbHbIN, 10 NEYEHOYHOro
yrna (pacnpocTtpaHeHHbI KonuT) u E4 — ToTanbHbIM, BCSA
KuWKa (MaHKonuT). BO3MOXKHO TaKKe peTporpagHoe Bosne-
YyeHue TepMMUHaNbHOro oTaena NogB34A0WHON KULWKK, 06bIY-
HO B MeHblUeW CTEMNeHU, Yem TONCTOM KULWKK. [epecmoTp
KputepmneB Porto B 2014 r. He NpWBHEC CYyLWECTBEHHbIX
n3meHeHun B kKnaccudpukaumto AK n BK. Takke oTmevatoTcs
cnyyaun B3K ¢ o4eHb paHHMM (00 6 NeT) u MnageH4ecKuM (4o
2 net) nebtotom [20]. BK xapaKtepuayeTcs nepnaHanbHbIMK
1 a6 OMUHaNbHBIMW NPOABIEHUAMU IMOO X KOMOUHaLMEN
[21]. CornacHo MoHpeanbCKOM KNhaccudpuKkaumm, abaomu-
HanbHbIM BapuaHT BK nporpeccupyet oT BocnanuTenbHom
(B1) K cTpUKTYpUpyioLLen (B2) nnn neHeTpupytoLLen, ceumLLe-
Bou (B3), dopme [22].
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K/IMHUYECKAS KAPTUHA BOCHAJIMTE/IbHBIX

3ABOJIEBAHUI KULLEYHUKA

Y 60nbluMHCTBa nauneHToB B3K npotekatot no peuunau-
BUPYIOLLEMY M PEMUTTUPYIOLLEMY Tuny. BblaensoT nepuoj
PEMUCCHUM W PELMNAMB, XapaKTepPUIYIOLIUACSH MNOSBIEHUEM
K/IMHUYECKUX CUMMTOMOB U OGBLEKTUBHbIX MPU3HAKOB BOC-
naneHus. BaHO OTMETUTb, YTO [laXKe B NEPUOAbl PEMUCCUM
CyGKIMHUYECKOE BOCMaNeHne YacTo COXpaHsAeTCsl, 0COGEH-
Ho npu BK [1]. Mpn cxoactee cumntomoB BK n AK knu-
HUYECKMEe MpPOABAEHUS 3TUX 3abofieBaHWU MMEIOT CBOKO
cneunduKy. Tak, natonormyeckun npouecc npu bBK vaule
NIOKanM30BaH B MOAB3[OLWIHOM KUIIKE WM YacTU TOACTOro
KunweyHuKa [1]. BocnaneHve MOXeT BO3HUKATb M B APYrUx
otaenax KT, BKao4as poToBytO NONOCTb, NMULWEBOA, Keny-
[I0K, TOHKYI0, NPSAMYIO KUWKK U aHyc. Bocnanenne npun AK
OrpaHUYeHo TONCTOM M NMpsaMoKr KuwKamu. Mpudem npu AK
noparkaeTcs TO/IbKO camasi BHYTPEHHSS YacTb KULLIKK, Toraa
KaK npu BK — Bce cnou cTeHKM KuwedHuKa [9].

OCHOBHbIMK cumnTOMaMn AK aBAAIOTCA MHTEHCUBHbIE
npucTynoo6pasHbie 601 B XUBOTE, CBSI3aHHble C AedeKa-
umen, anapesa u remokonut. MNpu AK onucaHbl cnyyam Taxe-
NbIX KPOBOTEYEHUN, B TO BpeMSA KaK npu BK pekTanbHble
KpOBOTEYEeHMS BO3HUKALOT pexxe [9, 23]. BK B 60nblINMHCTBE
cllyyaeB TaKxe nposiBnseTcs 60Mbl0 B KUBOTE U MOMKET
OCNOXHATLCH GOPMUPOBAHMEM MapapeKTalbHbIX CBULLEN
[24]. K opyrum ocnoxkHeHnsam BK oTHOCATCS KpoBoTeYeHue
M3 TOJICTOM KULLKK, NepdopaLns KULLEeYHMKa, Pa3BUTUE BHY-
TPUOBPIOLLHBIX abCLEeCCOB U TOKCMYECKOrO MeraKkosioHa [25].

BbioenswT Tpu CTeneHn TaKecTu (akTuBHOCTH) BK: ner-
Kas, cpeaHaa u Taxenaa [9]. O pemuccun BK MOXKHO roso-
pUTb, KOraa CUMNTOMbI 3a60/1EBaHMSA KYNupytoTcs Ha GpoHe
MEAMKaMEHTO3HOI0 WKW XMPYPruyeckoro nedvexus. [lpu
NIErKOW UNW CpefHen CTEneHu TAXecTM 0OblYHO He oTme-
yaeTca 60nen B XKMBOTE MAM MPOOGAEM C MPOXOAUMOCTbIO
KWLLIEYHWKA, a nevyeHne nomoraeT adGeKTUBHO KynMpoBaTb
60/bWMHCTBO CUMATOMOB. [1py CcpeaHen uUnun TSXKeon cTe-
neHun akTuBHocTM BK nauumeHTbl NpeabaBnsoT )anobbl Ha
NIMXOPafiKy, 3Ha4YMUTENbHYIO NOTEPIO MAcChl Tena, MUHTEHCHUB-
HbI abOMUHaNbHbIM 60/EBOW CUHAPOM, NEPUOANYECKYIO
TOLIHOTY, 601€3HEHHYI0 AMAPELD (CUMMTOMbI HE KYNUPYOTCS
6onee Hegenu), nabopaTtopHO — NMPMU3HaAKK aHEMUU. B Taxe-
NIbIX Cllydasx BO3HMKalT GebpuibHaa nMxopaaka, HeyKpo-
TMMas pBOTa, OCTPble 6GONW B KMBOTE, MHOTOKPATHbIN Xnf-
Kni cTyn nn6o, HaobopoT, HEeNnpPOXOoAMMOCTb KULIEYHWUKaA,
KaxeKkcus [26].

Mpun 9K TakKe BbIAENAOT TPM CTENEHN aKTUBHOCTHM [9].
Jlerkasi cteneHb XxapaKTepu3yeTca peKTalbHbIMW KpOBOTE-
YEeHUAMU, YMEPEHHO Bblpa)eHHOU Anapeen (MeHee YeTbl-
pex pa3 B CYTKW) U NpOKTanruen (proctalgia fugax) — cna-
CTMYECKMMMK 6ONSIMM B panoHe MPSMOM KWILKKU, KOTOpble
BO3HMKAIOT MPUCTYNOo06pa3HO M MOryT MppaauMuMpoBaTth
B Ta3 MM HWKHIO YacTb XMBOTa. B cnyyae ymepeHHoM
aKkTMBHOCTM AK y nauuneHTa noasnatoTcs 60nee cepbe3Hble
CUMNTOMBbI: YacTas anapes, 601e3HEHHbIE UCTMPAXKHEHUS,
YMEPEHHO BblparKeHHble 6GOMN B XUBOTE, IMXOPaAKa, aHe-
mMus. Tpu TaKenon cteneHn 60bHOM MOXKET UCMbITbIBATb
MHTEHCUBHbIE GOMN B KMBOTE, BbIPAXEHHYO Anapeto (4o
fecatn n 6onee pas B AeHb) C NMPOKTANrMen, NUxopaaKky
(8o 40 °C), 3Ha4yMTeNbHYIO NOTEPIO MACChl TeNa U TAXKENyLo
aHeMuIo.

OCOBEHHOCTU TEYEHUA A3BEHHOIO KOJIUTA

M BOJIE3HU KPOHA Y AETEH

AK y geTewn, Kak 1 y B3pOC/bIX, XapaKTepmnayetcsa and-
$y3HbIM BOCNaNeHNeM TONCTON KUWKK [27]. OaHaKo B aebto-
Te Hu 9K, HM BK He MMeIT ApKO Bbipa)KeHHbIX MPU3HAKOB,
0COBEHHO Yy ieTel B Bo3pacTe 40 ABYyX fieT [28]. bonee Toro,

Ta6nauuya. Yactota CMMNTOMOB BOCNanUTENbHbIX 3aboneBaHum
KULWEYHUKa y aeTen [29]

Table. Inflammatory bowel disease symptoms prevalence in
children [29]

CcumnTom Bone3Hb KpoHa | 13BEHHbIN KOAUT

0O6wme cumnTomel, %

MoTepsi macchl Tena 55-80 31-38
Jlnxopagka 38 HeT aaHHbIX
AHOpeKcus 2-25 6
3apepKa pocta 3-4 0
Netaprus 13-27 2-12
CumnTombl nopaxenms XKKT, %
Bonb B uBoTE 67-86 43-62
[Onapes 30-78 74-98
o 22-49 83-84
TowHoTa/pBOTa 6 <1
3anop 1 (0]
oenanese 6-15 0
$13Bbl B MO10CTHK pTa 5-28 13

ToNIbKO B 1% cny4aeB y feTel B Bo3pacTe [0 roja yaaetcs
TOYHO onpeaenntb Hannuve B3K [29]. Mpun atom yacToTa
cumntoMoB y feTen ¢ BK u 9K HeoguHakoBa (CM. Tabnuuy).

Y neten npu 9K npumepHo B 60-80% cnyvaeB Habnto-
[laeTca TOTalbHOEe nopaxeHue KuweyHuka [30]. Ecau
nopakeHue 06LMPHOE, OHO MOXET PacrnpoCTPaHUTLCA Ha
NOAB3A0WHYI KUIIKY C pa3BUTMEM PETPOrpajHoro une-
uta. [llaTonornyeckme W3MEHeHUs CU3UCTOM 060/104-
KM B NOAB3AOWHON KULIKE ABASAOTCA NPAMbIM CNeACTBU-
€M MOparKeHUs CIN3UCTOM 00O0SIOYKM O0O6O0A0YHOW KULLIKM.
O4HOBPEMEHHO NPU TaKUX OOLIMPHbBIX MBMEHEHUSAX BOCNa-
JIMTENbHbIN NPOLLECC B NPSMON KULIKE MOXeT 6blTb cnabo-
BblpaxeHHbIM [29]. CTpyKkTypa dopm AK B negmaTpuyecKomn
nonynsiLumM 3Ha4YUTENbHO OT/IMYAETCH OT TaKOBOMW y B3POC-
NblX. TaK, TOTalbHbIM KONWUT PErucTpupyloT y 64% peten
(15-20% y B3pOCAbIX), N€BOCTOPOHHUIK KONUT — Yy 24% (30—
50% y B3pochnbix), npokTocurmonant — y 8% (50% y B3poc-
Nbix) [11]. Y peTen dactota TAxenbix GOPM KOnuTa BbhILLE,
4yem y B3pOCbIX, U cocTaBasfeT npumepHo 25-30%, npu
3TOM 3ab0/1eBaHNE MOXKET Ha4YMHATLCA cpasy C TOTajlbHOro
KOJINTa, HO Yalle BCero Ae6ioTUpyeT C NopaxeHus anuctasib-
HblX OTAENOB, @ 3aTeM MPOrpeccupyeT B MPOKCUMaSIbHOM
HanpasneHuu [31].

B petckom Bo3pacTe BK MoXeT npoTekaTb 0COGEHHO
TAXEN0 — C OBLMPHBIM NOPaXKeEHUEM CIU3UCTON 060N0HKH
HKKT, ycTOM4MBOCTbIO K TPAAULMOHHBIM MEeTo4aM NevyeHns
1 BbICOKOW BEPOATHOCTbIO PELMAMBOB. Y ieTel ¢ 3TUM 3a60-
JleBaHWeM 4acto HabslofaeTca TAXeNoe TpaHcMmypasbHoe
nopaeHue CIN3UCTON OOOJIOYKM XKesyfKa, TOHKOro Wiu
TONCTOro KulweyHuka [32]. CnoxHOCTb AMarHOCTUKM BK
3aKJ/Ilo4aeTcs B TOM, HTO 60/1€3Hb UMEET CXOXKMUE CUMMTOMbI
C APYrMMU BapuaHTaMu nopaxkeHus KuwedHuka (AK, nep-
CUHWO3HbIN WEeNUT, TYOEPKYNe3HbIn MNeoTUONNT, OCTPbIn
anneHanunT uan anneHanKkynapHoii uHounstpar) [33]. BK
y AeTen MOXeT nopaxaTb ntobyto obnactb KKT, oT potoBo#
NnoJIoCTM [0 aHyca, HO Yalle BCEro BO3HUKAeT B TepMMU-
Ha/bHOM OTAene NnoAB3AO0WHOM KULWKKM U TONCTOM KULLKE.



3a6oneBaHne MOXKET NPOSBNATLCA BOCNANUTENbHBIM, NEeHe-
TPUPYIOLLMM, CTPUKTYPUPYIOLLUM UM KOMOGUHUPOBAHHbLIM
deHoTUnom [29].

BHeKueYHble NposABieHUs

BOCMa/JUTE/IbHbIX 3a60/IeBaHUIi KULLEYHUKA

Y neten ¢ B3K Hapsigy ¢ KnacCMY4eCKMMM CUMMITOMamu
MOTYT OTMeYaTbCs U HETUMUYHbIE CUMMNTOMbI UK BHEKMLLIEY-
Hble NPOSAB/IEHUSA 6OJIE3HU, KOTOPbLIE MPUBOASAT K MPOrpeccu-
pytoLemy pa3sutuio 3abonesanus [34].

Mpun atom y 8% fetein BHeKuwe4yHble npossnerHns B3K
MOTYT GbiTb NEPBbLIM CUMNTOMOM 3a6oneBaHus. OfHAKO MX
CMEKTP OTIMYaEeTCH OT TAKOBOI0 y B3POC/IbIX: PEXE BCTpeya-
I0TCS MOPaXKEHUs ONOPHO-ABUraTENIbHOIO annapaTa, KOXu
W ee NpUAaTKOB, renatobuinapHon CUCTEMBI, @ TaKXKe Kpaw-
He peaKo nopaxkaeTtcs opraH 3peHus. C Apyron CTOPOHbI,
HapylweHne GU3NYECKOro Pas3BUTUS ABNSETCH TUMUYHBLIM
nposiBNneHnem 60ne3Hu y LeTen, a «NpoBan BECOBOW Kpu-
BOWM» CNYXWUT paHHUM Npu3HaKkoM Havana B3K (Habnopaet-
cay 82% peten), ocobeHHo AK [35].

TeyeHne B3K y peten mMoOXeT COMpoOBOXAATbCA XpPO-
HWYECKOW KpoBOMOTEPEM W HapyleHwem BcCacbiBaHUS
B KMWeYHUKe [31]. 3To noBbIWaeT pUCK geduLmTa xenesa,
donneson Kucnotoel, BUTaMuHoB By, n D [36]. deduuut
BUTaMnHa D y aeTeil accouMMpOBaH C BbICOKMM PUCKOM
peumansoB B3K, a noggepraHue KOHLEHTpaLuK 3TOro
BUTAMWHa B KPOBM Bbile 30 HI/MA, HanpoTuB, NoBbIlaeT
LIAHCbl JOCTUXKEHUSA KIIMHUYECKOM pemuccun [37].

Y101 40% peten c AK v BK cooTBeTcTBEHHO HaboaaeT-
csl 3agepxKa pocta [29, 31]. OCHOBHbIMM NPUYUHAMU ABNSA-
0TCS CHUXEHWE NOTPeBNIEHUS NULLK, NOBbILIEHHasA MeTabo-
NiM4yecKkasa noTpebHOCTb, MalbabcopbLUs, PE3UCTEHTHOCTb
K TOPMOHY pOCTa, MHAYLMPOBaHHAs NMpoBOCMNanuTeNbHbIMU
LMTOKMHAMK, U BAUAHWUE NPUEMA TNIOKOKOPTUKOMAO0B [31].
Y peten ¢ B3K 1 3apeprKkon pocTta HabnogaloTes cepbes-
Hble HapyLeHUs KOCTHOro Metabonvuama, COmnpoBOXAalo-
LMECS CHUMEHUEM MUHepanbHOW MIOTHOCTU KOCTEW, YTO
acCcoLMMPOBaAHO C BbICOKUM PUCKOM BO3HUKHOBEHWS KOM-
NPECCUOHHbIX NEPENOMOB NMO3BOHKOB [38]. [oaToMy y fileTen
¢ B3K pekomeHLoBaHO NMpOBefEHWE ABYX3HEpPreTuyecKomn
PEHTrEeHOBCKOM abCcopOLMOMETPUM BCEMO TENA NPU HapyLle-
HUSX POCTa, 3aJePKKe NOMOBOro CO3PEBAHUSA, A/IUTENbHOM
MCMONb30BaHUN TNIOKOKOPTUKOMAOB UM TSHXKENOM TeYEeHUN
3a6oneBaHua [39].

JIEYEHMUE A3BEHHOIO KOJIUTA U BOJIE3HU KPOHA

Ha npoTaKeHun OecaTuneTu TepaneBTUHECKOW LeNbio
TpajaMLMOHHOIO neyveHus nauueHtoB ¢ B3K octaBanoch
KynupoBaHue O06O0CTPEHUN, MNOJLEPIKAHUE PEMUCCUM,
COKpalleHne KofuyecTBa peuuauBOB, NpefoTBpalleHue
ocnoxHeHun n nosbiweHne KX nauneHtoB. OgHako nepcu-
CTUpylollee BOCMNalieHMe pasHOM CTeneHW BblpaxeHHOCTU
CMOCO6GHO BbI3biBaTb HEOOPATUMbIE U3SMEHEHNS B CTPYKTYPE
KULLIEYHOM CTEHKM, KOTOPble HE BCerga MoryT ObITb yCTpaHe-
Hbl C MOMOLLBIO CTaHAAPTHBIX CXEM Tepanuu ¢ NPUMEHEHUEM
5-amuHOCanuMUnIaToB, MMIOKOKOPTUKOULOB U UMMYHOZAe-
npeccaHToB [40].

Ecnn paHee uenbio nedveHus naumeHtoB ¢ B3K 6bi1o
KynupoBaHue ocTpon ¢das3bl 3aboneBaHus, NOAAeprKaHue
PEMUCCUUN, CHUMKEHWE YMCNa pPeunauBoB, NpoduiakTnka
OCNOXHeHMI 1 noBbiweHue KXK, To B nocnegHee Bpems npo-
n3olwna cMeHa napagurmel Tepanun B3K, koTopas celyvac
HanpaBsJ/fieHa Ha 3aXWBJIEHUE CIU3UCTON 0B6O0NI0HKM C LieNblo
[OCTUXEHUS ANUTENBHON pemuccum [41].

CornacHo peaynbraTtaM oOMpoca racTPO3HTEPOIOroB,
80% Bpayen cHMTaloT «NyOOKYID PEMUCCUIO» U BOCCTAHOB-
JIeHWe cnu3ncTon 060M04KK (B 51% crny4aeB) OCHOBHbIMU

Kputepmsamu ycnelwHoro nedenunsa B3K. Mpu atom 71% Bpa-
Yyew nonaratoT, 4TO AN LOCTUKEHUS 3TUX LieSle Heo6Xo4MMO
Ha3Ha4yaTb MHOrOKOMMOHEHTHyIo Tepanuto [41].

MauneHT 3aHUMaEeT LLeHTpalbHOE MECTO B MOJEN OKa-
3aHusa nomoum npu B3K, oH n/unun ero 3akoHHble npeacTa-
BUTENW [OO/MKHbI aKTUBHO y4acTBOBaTb B Mpouecce fede-
HusA. CornacHo pekomeHaauuam [llporpamMmmbl Mo BbIGOPY
TepaneBTuyecknx muweHen npu B3K STRIDE (Selecting
Therapeutic Targets in Inflammatory Bowel Disease) [42],
MHOOpPMaLMsa 0 CMMNTOMax WM pesynbratax nabopaTopHbIX
aHanuM30B (Hanpumep, O COAEpPXKaHWW KanbNpOoTEKTUHA
B Kasie) NOMoraeT BpavyaM OTC/eXMBaTb OTBET Ha JIeYeHHe.
Pag aBTOpoB cyuTatoT, 4TO ycnoBuem adGeKTMBHON Tepa-
nun B3K aBnsoTCa MeXAUCUMNIMHAPHbLIN MOAXOA U pa3pa-
60TKa cTpaTerum o6pa3oBaTtesibHOM NOAAEPKKM NaLMEHTOB
[43, 44].

Ana addekTuBHOro nevyenma B3K Heobxogumo onpe-
LenvTb TN 3aboneBaHns elle A0 Havyana Tepanuu. Mo faH-
HbIM YNpaBfeHus No caHUTapHOMY HaA30py 3a KavyecTBOM
nULEeBbLIX NPOAYKTOB W MeaukameHToB CLUA (Food and
Drug Administration; FDA), nepuon pemuccun npu AK —
3TO COCTOSIHWE, MPU KOTOPOM YMEHbLUAIOTCA NPOSBIEHUS
BCEX CMMNTOMOB BOCManeHUs KuLIeYHMKa (KpOBOTEYEHMS,
avapeun, NPOKTUTA, CIM3UCTBIX BbIAENEHWUIA U3 TONICTON KULL-
Ku) [45]. J.G. Wheeler n coaBT. ewe B 1992 r. npuwnu
K BblBOAY, 4TO, B oTanyme ot AK, pemuccus npu BK gomxHa
onpeaensitbCs Ha OCHOBaHMK oLeHKM KXK nauneHTa BBUay
OTCYTCTBMS KOPPENSaLUUN MeXay cuMnToMamu 3a6oneBaHns
W 9HAOCKOMUYECKON KapTUHOW [46].

AnetoTepanusa

BnusiHne KOMMOHEHTOB MUK (HYTPULIEBTUKOB), paLmo-
Ha NWUTaHWS U cneuuann3MpoBaHHbLIX AUETUYECKUX MPOTO-
KonoB Ha TevyeHue B3K aBngeTcqd 06bEKTOM MpUCTanbHOro
BHMMaHMUSA CO CTOPOHbI Hay4yHOro coobuiectBa. Kak pesynb-
TaT y)e He BbI3blBAET COMHEHWUW, YTO AeNCTBUE ITUX dak-
TOPOB 06YCNOB/IEHO BIUAHUEM HA MUKPOOMOTY KULLIEYHMKA
[47] v ~MMyHHYIO cucTeMy nauueHTa [48]. Ocobbl UHTEpPEC
B 3TOM CBA3M BbI3bIBAIOT Pe3ynbTaTbl NPUMEHEHNUS Y NaLy-
eHToB ¢ B3K cpeanseMHOMOPCKON 1 6e3rNioTEHOBON AMET,
a TaKXe AUETbl C HU3KUM colepxaHnem GepmeHTUpyeMbIX
0NnUro-, Au- U MoHocaxapugoB u nonvonos (low-FODMAP)
[47, 48].

CpeanzeMHOMOpCKasa ueTa noapasyMeBaeT OrpaHu-
YeHHOe yrnoTpe6neHne MACHbIX U MOJIOYHBIX MPOAYKTOB, MpK
3TOM aKLEeHT [eflaeTCqd Ha pacTUTENbHYIO MuULLy: OpyKThI,
OBOLLM, LLeNbHO3EPHOBLIE MPOAYKTbI, Opexu u 6060BbIe,
KOTOpble, KaK NpaBuio, NoABEPraloTcd MUHUMANbHON Kynu-
HapHoW o06paboTke [47, 48]. TakKe peKomeHayeTcs ynoTpe-
O6neHune pbibbl U1 MOPENPOAYKTOB, YMEPEHHOE KOIMYECTBO
BblAepXaHHOro celpa. CpefmMsemMHoMopcKasa aneta adpdek-
TMBHA B MPOOUNAKTUKE U IEYEHUWN XPOHUYECKUX HEUHDEK-
LIMOHHbIX 3aboneBaHuit, B TOM YuUClie HeJaBHUE Uccneno-
BaHWS CBUAETENLCTBYIOT O €€ MOJIOXKUTENBHOM BIUSHUU Ha
TeyeHne B3K [49]. BaXHbIM KOMMOHEHTOM Cpeau3eMHO-
MOPCKOW AMETHI ABASETCS OJIMBKOBOE Mac/io, KOTopoe 3a
cYyeT NpoTMBOBOCManuTeNbHbIX [50], aHTUOKCUAAHTHBIX [51],
UMMYHOMOZYNUPYIOLWMX [52] 1 NPOTUBOONYXONIEBbLIX CBOMCTB
[53] okasbiBaeT NoNoXnTeNbHOE BO3IENCTBUE Ha BOCMAuU-
TeNbHble MPOLLECCHI B KULWEYHUKe. TakuM o6pa3oM, npume-
HEHWe ONIMBKOBOMO Macia B CTPyKType auetotepanuu B3K
MOXET UMETb BbICOKUI TepaneBTUYEeCKU noTeHuman [47].

HeraTvBHOE BAUSHWE MOIOYHbIX MPOAYKTOB Ha Te4YeHue
B3K ybeantenbHo He onpegeneHo. OTKa3 nauuneHTa oT yno-
TpebneHns MONoKa 4acto 06YCNOB/AE€H BO3HWKHOBEHWEM
avcnencun [54], 4TO MOXeT CBWAETeNbCTBOBaTb Kak 06
YCUNEHUW BOCNANIEHUSA CAU3UCTOM OOONOYKMU KULLIEYHUKA,
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TaK M 0 NaKTa3HoW HegocTaTo4HOCTHU. Of4HAKO M3BECTHO, YTO
4ns nauneHToB ¢ B3K xapaKTepeH BbICOKMI PUCK OCTEONO-
po3a [55], a orpaHuyeHre NOoTPe6AEHNA MOMOYHbIX NPOAYK-
TOB MOXET yCcyrybuTb Npobnemy CHUMXEHWUS MUHepanbHOM
MAOTHOCTU KOCTHOM TKaHu [56]. COOTBETCTBEHHO, KOPPEK-
TMPOBKa AueTbl y nauneHToB ¢ B3K, nmeowmx npobnemsbl
C MEepPeHOCMMOCTbI0O MOJSIOYHbIX NPOAYKTOB, AOMXHA ObiTb
NPUOPUTETHBLIM HaNpaBNeHUeM B Tepanuun n NnpodunakTnke
OCNOXHEHUN 601e3HU [57].

O6cyxaatoTea NpoTMBOBOCNaNMTENbHbIE CBOMCTBA Kyp-
KYMWHa, CBSI3aHHble ero Metabonutamu, o6pasyowumucs
npu y4yacTUM MUKPOOMOTLI KunleyHrnKa [58]. Mpruem Kypky-
MUHa CTUMYAMPYET POCT MUKPOOPTraHM3MOB HOPMasbHOro
KWWEYHOro MUKpo6GMOMa, BOCCTaHaB/MBaeT GapbepHyto
dYHKLMIO KUIWEYHMKA M CHWXKaeT BblpaboTKy npoBocna-
NUTENbHbIX MeauMatopoB [59]. B ogHoOM M3 uccnegoBaHWn
6blI0 MOKa3aHO, YTO afgbloBaHTHas Tepanus KYPKYMUHOM
npu AK 6bina addeKTUBHaA AN AOCTUKEHUS KIIMHUYECKON
pemuccum [60].

BKAtoYeHMe rpeLKnx OpexoB B pauUMOH MUTaHus, B TOM
yucne B CTPYKTYPY Cpean3eMHOMOPCKOM U a3uaTCKoM AMeT,
06YCNOBNEHO WX MUTATENbHOW LEHHOCTbIO M MPOTEKTUB-
HbIM JENCTBMEM AN OpraHM3ma B OTHOWEHWW pa3BUTHS
psga 3aboneBaHW. Mx cocTaB XxapaKTepu3yeTcs BbICO-
KUM copepKaHuem omera-3-nofnHeHachbIWEeHHbIX XUPHbIX
KWUCNOT, HEe3aMeHWMbIX aMWUHOKWUCIOT, BUTaMWHOB, MONM-
$EeHONbHBIX COEANHEHUI, PUTOCTEPOSIOB U APYIUX LIEHHbIX
HYTPUEHTOB M BGUOAKTUBHbIX KOMMOHEHTOB, MPOSABASIOLMX
aHTUOKCHUAAHTHble [61], npoTUBOBOCMNANUTENbHblE [62]
U UMMyHOMOZYNMpyloLine cBoncTBa [63]. TpebyoTca Aanb-
HeWwune KIMHUYECKME UCCNefoBaHUs C Lienblo NoNyyYeHus
HafeXHbIX AaHHbIXx 00 3pdeKTUBHOCTM U 6e30MacHOCTH
ynoTpebaeHuns rpeLlknx opexos y naumeHToB ¢ B3K, Heobxo-
AWMbIX 4N5 ONTUMU3aLnKM AneToTepanum NauneHToB ¢ aTon
natonoruven [64].

KoHcepBaTuMBHOE NnevyeHue

Kputepusamm oLeHKN adpPEKTUBHOCTU MeANKAMEHTO3HOM
Tepanuun npu B3K asnatotcs [65]:

e 060CTpeHne (peunanB, ataka) — MosIBAEHUE TUMUYHbBIX
cuMnTomMoB 3a60neBaHuKs BNepBble MKy 60bHbIX B CTa-
AWMN KIIMHUYECKOM PEMUCCUM (CMOHTaAHHOM MW MeauKa-
MEHTO3HO NoAAepPKMBaEMON);

® pPEeMUCCUA — UCYE3HOBEHUE TUMMUYHBIX NPOSBNEHUM
3aboneBaHus;

®  KIMHMYECcKas peMUCCHUs — OTCYTCTBME CUMMNTOMOB 3a60-
neBaHus;

® 3HAOCKOMMWYECcKass PeMUCCUS — OTCYTCTBME BUAUMbIX
MaKpPOCKOMMYECKMX MPU3HAKOB BOCManeHus Npu 3HA0-
CKOMWYECKOM UCCNefOoBaHNM;

® [UCTONOrMYecKas PemMUccus — OTCYTCTBME MUKPOCKOMMU-
YECKUX NPU3HAKOB BOCNaNEHUS.

MepBbl Wwar B nevyeHnn B3K — KoHcepBaTuBHas Tepa-
nua. MeankameHTo3Hoe neyverHne B3K HanpaBneHo Ha Kynu-
poBaHMe BocnaneHuss cnuaucton obonovkm KT K, Kak
CnefcTBue, LOCTUXKEHWE KIMHWYECKOM M 3HAOCKOMUYECKOM
PEMUCCUM, KenaTeNlbHO B TeYeHWe NepBbiX TPEX MecCsLEB,
4TOGbl CHW3UTb MHTEHCUMBHOCTb MOBPEKAEHMS KMULLIEYHWKA
[66]. HayanbHas cTyneHb B Tepanuu B3K — npumeHe-
HWe NPOTMBOBOCMANMUTENbHbBIX NpPenapaToB: MepopasbHbIX
5-amMHOCanMuUMNaToB U MIOKOKOPTUKOMAOB.

Mpenapatel Ha ocHoBe 5-aMHMHOCa/INLUTIOBON
Kucnotbl (5-ACK) — cynbdacanasunH, MecanasuH u apyrme —
COCTaBNAT OCHOBY JNedyeHuss K nerkom u cpegHen
cTeneHn TsxkectTu. OHM addeKTUBHbI M 6e3onacHbl npu
nNpaBWIbHOM Ha3Ha4YeHUM, NO3BONSAIT AOCTUYb PEMWUCCUM
W NpefoTBpaTUTb peunansbl. OnTMManbHasa 4o3a AN MHAYK-

LMW PEMUCCUMN COCTaBNAET He MeHee 3 I/CyT, HO ANs Noa-
[lepXKaHns pemMuccum A0CTaToyHO npuHMmaTb 1 r/cyTt [66].
PektanbHble dopmbl 5-ACK 3addeKTUBHbI Mpu NeBOCTO-
POHHEM KOMWUTE W MPOKTUTE, MOTYT MPUMEHATLCA B Kaye-
CTBE MOHOTepanuuM WaM B COYeTaHuu C nepopanbHbiMu
npenapatammn 5-ACK [67]. U3 npenapatoB 3TOW rpynnbl
nna peten B CLUA, Bennkobputanuu, fepmaHmm 1 B page
cTpaH A3MaTCKO-TUXOOKEaHCKOro permoHa ogo6peH K npu-
MeHeHuto 6ancanasung, 419 KOTOporo nokasaH KAMHUYECKM
3Ha4YMMbIM OTBEeT Ha 8- Hep Tepanun y 45% peten ¢ ner-
KOW 1 ymepeHHoM akTuBHocTbio AK, a pemuceua — y 12%
neten [68]. OTcyTCcTBME PEMUCCUM B TeYeHue 2 Hen npw
npumeHeHun npenapatoB 5-ACK aBnseTca OCHOBaHWEM
4NS nepecMoTpa 403bl NpenapaTta U KOHTPONS NPUBEPIKEH-
HOCTM NauuMeHTa Ha3Ha4YeHHoMY fedeHuto. Ecnm fosa 6bina
nogobpaHa npaBu/ibHO, HO 3aboneBaHne OCTaeTCs aKTUB-
HbIM, CleayeT yeunuTb Tepanuio, Jo6aBnB MMMYHOAeNpPec-
CaHT (a3aTvonpuH 1 6-mepkantonypuH). MNMpu BK Tepanus
¢ npumeHennem 5-ACK oKasblBaeT NMLb HE3HAYUTENbHbIV
3G PEKT 1 TOSIbKO NpU nerkon dopme 3abonieBaHUs ¢ loKa-
nuM3aunen B NoAB3AOWHOM KUWKe, Npu 3TOM npenapar
Heo6Xx0AMMO 6bII0 MPUHMMATL B LJOCTATOYHO BbICOKMX AO3aX
(oT 3 no 4 r/cyT) [50].

TMIOKOKOPTUKOMAbLI ABNSIOTCA OCHOBHbIMWU eKapCTBEH-
HbIMW CpeacTBaMu ANS AOCTUMKEHUS PEMUCCUU NMPU aKTUB-
HOM TeyeHun B3K, ogHaKo vx cnegyeT NPUMEHATb TONbKO
KaK 4acTb KOMMIEKcHoM Tepanuu [69]. PekomeHayemast
[03a NpeaHn30noHa npu o6ocTperHnn bK ans 6onblunMHCTBA
nauueHToB AETCKOro Bo3pacTa coctaBaseT 1 mr/Kr (Mak-
cumanbHas fgosa — 40 Mr/cyT) OQHOKPATHO B CYTKM YTPOM.
Mpn HegocTaTo4YHOM addEKTE MOXKET NoTpeboBaTbCH yBe-
nnyeHne aosbl 4o 1,5 mMr/Kr (MakcumanbHo — 60 mr/cyT).
PekomeHayeTca Ha3HayeHUMe nepBOHavyalbHOM [O3bl
B TeyeHue 2 HeJ c nocneaytowmnm NocTeneHHbIM CHUXKEHUEM
M OTMeHOW He no3aHee 12 Hep [69]. bBonee npoaomKuTENb-
HOE MCNO0SIb30BaHME CUCTEMHbIX MTIOKOKOPTUKOUAOB B Nleye-
HuM nauuneHToB ¢ B3K Helenecoo6pasHo BBUAY M3BECTHO-
ro pUCKa pPasBUTUA OCIOXHEHWIN [68]. [MIOKOKOPTUKOMAbI
yCNeWwHO NPUMEHSIOT AN MHAYKLUMM KIMHWYECKON pemuc-
cun npu 9K u BK 1y netein. Hanbonee 4acto UCMNonb3yeMbii
npenapaTt — 6yaecoHna, OKas3blBaloLWM MECTHOE AENCTBHE,
OT/IMYaIOLWMNCH HUBKOM CUCTEMHON BUOAOCTYMHOCTbIO, 06e-
crneynBaroLle cywecTBeHHO 60/iee HM3KY YacToTy Mo6oy-
HblX 9QDEKTOB, YEM Y «TPaAMLIMOHHbIX» NpenapaTos (npea-
HW30/M0Ha, METUANpPEAHN3010Ha) [8].

UmmyHoAenpeccaHTbl, B TOM 4YucCne TMOMNYpUHbI (a3a-
TUOMNPUH 1 B6-MePKanTONypurH), ABNSIOTCS OCHOBHbIMU METO-
LaMu nevyeHus Ans NoAAeprKaHUs PEMUCCUKM NPU CPpeaHewn
n Tsenon ctaguax bBK un 9K, KoTopble nporpeccupytoT
[la)ke npu npuveme ontuManbHOM Ao3unpoBkM 5-ACK [70].
OddEKTMBHOCTb TUOMNYPUHOB B JsiedeHun B3K xopowo
n3BectHa. MeToTpekcaT 06bl4HO Ha3HavaloT TONbKO TeM
nauueHTam, y KoTopbix 3G PeKT OT TMONYPUHOB HELOCTATOY-
HbIM UK OTMEeYaeTCs UX HENepeHOCUMOCTb. APPEKTUBHOCTb
MeTOTpeKcaTa HeoAHO3HauYHa: Mo HEKOTOPbLIM AAHHbLIM, NPK
BK oHa nogTtBepkAeHa, HOo npu AK pesynbTaTbl feyeHus
MeHee yb6eauTenbHbl [71], o ApyrMM AaHHbIM, pPas3HULb
B apPeKTUBHOCTHK NeveHuns naumeHToB ¢ AK v BK HeT [72].

FeHHO-UH)XeHepHble 6MO/IOrMYecKue npenapartbl
4Na AOCTMXKeHus pemuccun B3K mnu ee nopgepkanus
pPEKOMEHA0BaHbI, €CIM COCTOSIHWE MaUMeHTa He ynyylwaeT-
csl NpK UCNONb30BaHUKU TONBKO MMMYyHOMOAynaTopoB [73].
CuynTaetcs, 4TO Ha3HayvyeHWe GMONOrMYEcKOro npenapaTa
BO3MO}HO, €C/IM Yy MaLMeHTa coxpaHseTcs akTuBHaa ¢op-
ma B3K nocne Kak MUHUMYM 3 MecC NeyeHuss MMMyHone-
npeccaHTamuM M 6 Hepa Tepanuu rNOKOKOPTUKonaamu [74].
Mpun coxpaHeHnr akTMBHOro BocnaneHua Ha GboHe Tepanuu



UMMyHOAenpeccaHTaMu neveHne B3K moxeT 6biTb yCHAeHo
61ON0rM4eCKMM NpenapaToM A8 NpeAoTBpaLLeHNs pa3Bu-
TUS AONTOCPOYHbIX OCTIOXKHEHW (CTPUKTYPbI, CBULLK, KULLEY-
Has HEMPOXOAMMOCTb, TOKCHYECKas annatauns u ap.) [66].

Mpu nevyeHnn B3K, ocob6eHHO y 6GonbHbIX ¢ BK, WKWpoKo
npumeHseTcsa Tepanus top-down ¢ Ha3HavyeHnem 6MoNorm-
YeCKMX MpenapaToB Ha paHHeM 3aTane 3aboneBaHus Ans
60nee adHEKTUBHOIO NOAaBNEHUS BOCNANUTENBHOMO NpPO-
Luecca M npenoTBpalleHus ocnoxkHeHun. Y geten ¢ B3K,
nofly4aBLWMX TaKyto Tepanuio, 6bliv 6oee ycnewHoe oCTh-
KEHUEe KPaTKOCPOYHOW KAMHMYECKOM M 3HLOCKOMUYECKOWM
pemuccum 1 6onee BbICOKas BEPOATHOCTb COXPaHEHUS K-
HUYECKOWM peMUCCHM Ha 52-11 Hef, 4eM Y Tex, KOMy Ha3Hauva-
NI cxeMy nedeHuns step-up, npegycmaTpvBaBLIYlO Havyano
Tepanuu nytem NPUMEHEHNs MeHee aKTUBHbIX IeKapCTBEH-
HbIX CPEACTB, KOrga 3ajepKa HadHavyeHUs GUMONorMyecKo-
ro npenapaTa MOXKeT NPUBECTU K HEOBPATUMbIM USMEHEHW-
M B KMLWEYHUKe [75]. XoTa 6uonorndyeckas tepannsg MOXKeT
06€eCneynTb PaHHIO PEMUCCUIO U CHUMKEHME BEPOSTHOCTHM
XMPYPrMyecKoro BmellaTebCTBa B Ka4yecTBe NepBomn MMHUK
nle4yeHns BMECTO [IOKOKOPTMKOMAOB, npenapatoB 5-ACK
M UMMYHOAENPECCAHTOB, AONTOCPOYHbIX AaHHbIX O PEe3yib-
TaTax TaKoro fiedeHus y aeTen HegoctaTtovyHo [76]. Kpome
TOro, N0 HEKOTOPbIM AaHHbIM, 3QPEKTUBHOCTL CTpaTeruu
top-down MOXKeT CHWMKaTbCs B TevyeHue 3-neTHero nepuoaa
HabnwogeHus [77].

MHrMéutopbl pakTopa HeKkpo3a onyxonun anbda (TNF-a) —
agjanumymad 1 UHPAMKCUMab — nNpoAeMOHCTPUpOBanu
[OCTaTO4HY0 3DGdEKTUBHOCTL M OTHOCUTENbHYO 6e3onac-
HOCTb B nieveHun naumeHtoB ¢ B3K [78]. MpumeHeHne aTux
npenapaToB nokasaHo y aeten ¢ B3K, pedpakTepHbiMK
K TNIOKOKOPTUKOMAAM, WU MPU PasBUTUM TOPMOHO3aBUCH-
MOCTH, HECMOTPSI Ha Tepanuio MMMyHoAenpeccaHTamu [79].
UHbNMKeMMmab n afanMmymab y)Ke B TeYEeHWe MHOrMx net
paspelleHbl K UCMONb30BaHUIO B NeANaTpPUYECKON NpaKTUKe
[8, 10]. NMoKa3aHusAMM ANa UX MPUMEHEHUS Yy AETEN ABNSIOTCA
cpenHas u Tskenas dopma bK n 9K [66].

O6cyxaatoTca NepcnekTuBbl NPUMEHEHUs ronumymaba
B neaunatpuyeckorn npaktuke [80, 81]. B KayecTBe anbrep-
HaTuBbl MHrM6UTOPamM TNF-a y geTen UCNOb3YIOT YCTEKUHY-
Mab (MOHOKJIOHa/IbHOE aHTUTEeNo, 60KUpPYIOLLLEE MHTEPNEN-
KuHbl 12 1 23) 1 Beaonnsymad (CeneKTUBHbIA MHIMOUTOP
a4 7-nHTErPUHA), KOTOPbIE NPKU JOKa3aHHOM 6e30MacHOCTH
N 3ODEKTUBHOCTM MMEIOT NPEUMYLLECTBO MNPU NeYEeHUU
conyTcTBytoWnx 3abonesaHuin, B TOM 4yucie ncopuasa [82,
83]. B 6nvkaiiwem 6yayLem oXunaaeTcs pacliMpeHne noka-
3aHWUM K NPUMEHEHMIO HOBbIX NEKapPCTBEHHbIX NpenapaTos,
Hanpumep CeNneKTUBHOrO WMHrM6UTOpa WMHTEpPNEeNKUHa 23
(pucaHKku3ymaba), KoTopbl 6yaeT 4OCTYNeH AN nauneHToB
¢ B3K ctapuie 16 net. 1na npUuMeHeHUs y AeTen nnaHupyeT-
Csl MpUMeEHeHNEe MUPUKM3YyMaba, MULLEHbIO KOTOPOro fBNS-
eTcs cyobeanHuua pl9 nHrepneikunHa 23 [10].

B HEKOTOPbIX CyYasnX, TAKUX KaK OCTPbIV TAXKENbIN KOMUT,
B NeanaTtpuyecKon NpakTUKe HayuHaloT NPUMEHSTb BbICO-
KO3DDdEKTUBHbIE MepopasibHble MHTMOUTOPbLI SHYC-KMHa3
W npeobpasoBaTens CUrHanoB/aKTMBaTopa TPAHCKPUMLMK-
OHHbIX 6enkoB JAK-STAT (Janus kinase/signal transducer
and activator of transcription) dunrotuHnM6, TodaunuTUHKG,
ynagauuTuHMG, a TaKXKe UHIMbuTop cOUHrosunH-1-pocdarta
o3aHumon [84].

AHTHOMOTUKKM Npu B3K 06bIYHO MNPUMEHSIOT nocse
XMPYPrMYECKOro NIeYeHns v npu pasBuMTUK O4aros BOC-
naneHns pasnuMyHoM NoKanuMsauum Ha GOHe aKTUBHOMO
Te4yeHUs OCHOBHOro 3aboneBaHus. HYalle BCero Mcnonb3yoT
AHTMOUOTUKM LUIMPOKOTO CNEKTPa 4ENCTBUS UM METPOHUAA-
301 [9]. OgHaKo no AaHHbIM S. Tanida 1 coaBT., aHTUBUOTHKM
HeabpeKTuBHbI Npu BK [85]. Mpwn aTtom 60nee 10 net Hazap

Obl/10 MOKa3aHo, YTO TPaHCMIaHTaLKus peKasibHOH MUKPO-
6unoTbl (TOM) npu peunamsupytouen nHoekuun Clostridium
difficile apdeKTUBHEE, HEM BAHKOMULMH [86]. 3TO N3MEHH-
N0 NpeacTaBieHne 0 TepaneBTUYECKOM 3Hadnmoctn TOM
B Tepanuu 3aboneBaHun MKT. Mo gaHHbIM MeTaaHanu-
3a PaHAOMMU3MPOBAHHbIX KOHTPOIUPYEMbIX UCCNEA0BaHNUM,
TPM acddeKTUBHA B AOCTUHKEHUU PEMWUCCUMU Y MALMEHTOB
¢ 9K [87, 88]. OnoHako addeKTnBHOCTL TOM ana noaanep-
aHus peMuccumn y naumeHToB ¢ AK, a TakKe NS MHAYKLUUK
W NoAAepyKaHusa pemuccum y naumeHToB ¢ BK He noaTBep-
neHa [89].

Byayuwwue TepaneBTUYECKME CTpaTerMm Hanpas/ieHbl Ha
nepcoHanusaumio neveHns B3K ¢ yyeTom reHotvna naum-
eHTa [90], pe3ynbTatoB CEpPONOrMYecKuUx MccnegoBaHuim
M cocTaBa KuLWeYHOoro Mmkpoouroma [91].

Xupypruyeckoe neyeHume

Mo HEKOTOPbLIM AA@HHBIM, HEOBXOAMMOCTb ONEPaTUBHOIO
BMellaTenbcTBa BO3HWMKaeT B 50-75% cnyvaeB npu BK
ny 20-30% — npu 9K [92]. CornacHO ApYyrMM OLIEHKaM,
60/bLUIMHCTBO NauneHToB ¢ BK 1 Kaxabi BTopon ¢ AK paHo
MW NO3AHO CTOMKHYTCH C HEOGXOAMMOCTBIO XMPYPrUyYecKo-
ro BMellaTeNbCTBa BBUAY BO3HMKLLMX KU3HEYTPOXKAIOLMX
ob6cToaTensbCTB [93].

Ba)HO OTMeTUTb, YTO onepaTUBHOE BMeLaTeNbCTBO
He NPWBOAMT K MOAHOMY M3nedveHuto oT BK. B TeyeHue
10 netT nocne NpPoBeAEHHOW Pe3EeKUMU KIMHUYECKM 3Ha-
YUMbIN peunanB 3aboneBaHUsa perncTpupyoT y 36-61%
60MbHbIX [94]. He Bbi3biBaeT COMHEHWN 3PPEKTUBHOCTL
NlanapoCKOMUYECKUX METOAMK NPU XMPYPTUYECKOM 1e4EHUN
B3K y neten [95, 96]. CornacHO KOHCEHCYCYy eBPOMNENCKOro
o6uiectea ECCO (European Crohn’s Colitis Organisation),
MCMoNb30BaHWe NanapoCKOMMYecKoro AocTyna sBnsercs
npeanoyTuTenbHbiM Npu BK, MOCKOAbKY Npu Takom XMpyp-
rMYECKOM MOAXOLE HUMKE PUCK OCNOXKHEHUI U 06pa30BaHMs
CcnaeK, Kopoye CPOKM rocnutanuaaumu, ygaercs LOOUTbCS
Nnyyliero kocmeTuyeckoro adpodekTa [25].

OnepaTtvBHas Koppekuus npu BK nokasaHa B cneayto-
WKMX chyvasx: HalM4yme CUMMNTOMOB XPOHWYECKOM YaCTUYHOM
KULIEYHOW OOBCTPYKLUMM MPU CTPUKTYpax TOHKOM W TONCTOM
KULLOK; COYETaHWE KMWILUEYHOW CTPUKTYPbl Pa3HOM NIOKanu-
3aUuK C BblPaXKEHHOM 3aAepKON PU3MYECKOr0 pasBuUTHS,
KOTOPOE COXpaHseTcs faxe Mpu npaBuibHO NOA0GpPaHHOM
Tepanuu; HanuymMe CTPUKTYP KULLIEYHWKA M BHYTPUOPIOLWHbIX
WHOUNBTPATOB B COYETAHUU C MEXKKULLEYHBIMU CBULLLAMK [97].

Hapsgy ¢ XuMpypruyeckon peseKuuen MnopaxKeHHOoro
cerMeHTa KUWKKW npu BK npuvMeHstoT 3HAOCKOMUYECKYIO
6aNnnoHHYI0 Aunataumto M CTPUKTyponaactuky. OgHako
CTPUKTYPbI, KaK MNpaBuio, peunauMBUpyOT nocie onepa-
LMK He3aBUCUMO OT BbiGpaHHOro metoda nedveHus [98].
C MEeHbWWM PUCKOM CTEHO3MPOBAHUA accoLMMpPOBaHO
MCNonb30BaHMWe NanapoCKOMMYECKOro MeTofa C Hanoxe-
HUEM LUMPOKOro aHacToMo3a «60K-B-O0K» (GYHKLMOHANIbHO
«KOHell-B-KoHeLp) [99].

MeToabl KOHCEPBATUBHOIO U XUPYPTrMYECKOro NeyeHus
nepuaHanbHblXx nopaxeHun npu BK, pacnpocTpaHeHHOCTb
KoTopbix gocturaet 19% [100], 3a4acTytlo HOCAT NMLb Bpe-
MEHHbIN XapaKkTep U o6nagalT HU3KON 3DDEKTUBHOCTbLIO
[100]. OnTMManbHbIM A5 COXPAaHEHMS aHaNbHON KOHTUHEH-
LMK 9BASIETCA MEeTOA NUraTypHOro APEHUMPOBAHUS U cer-
MEHTapHOM NNacTUKKU C HU3BeAEHMEM NOCKyTa y AeTen ¢ bK
C NapapeKTaibHbiMK cBUWamu [101, 102].

Moaxoabl K Xupyprudyeckomy nedeHutio AK npuHuuMnu-
anbHO OT/IMYalOTCA OT TakoBbIX Npu BK. TaK, B 9KCTPEHHbIX
CUTYaLMsAX «30/10TbiIM CTaHAapPTOM» XMPYPru4yecKoro BMme-
lwaTenbCTBa ABASETCSA NanapocKonuyeckas cy6ToTanbHas
KONaKTOMUS ¢ GOPMUPOBAHNEM TEPMUHANBHOM MNEOCTOMBbI.
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0630p NuTepaTypsbl

B nHbix cnyyasax npu AK MoxeT 6bITb BbiGpaHa ofiHa U3 cne-

aytouwmx ctpatermm nevenmsa [103-105]:

e TpexaTanHoe fieyeHne — cybToTalbHAA KONIKTOMMUSA
C KOHLIEBOW WIEOCTOMMWEN, Janee PEeKOHCTPYKTUBHasN
NMPOKTOKONIKTOMUSA C GOPMMPOBAHMEM MOAB3AOLIHO-
aHanbHOro pesepByapHOro aHactomo3da (ileal pouch-
anal anastomosis; IPAA) unn 6e3 Hero u ¢ 3alWMTHON
neTieBOn MIEOCTOMMEN, MOCNE YEero 3aKpbiTUe 3aluT-
HOWM MNIE0CTOMbI — MOKa3aHO BO BCEX C/ly4asnXx TAKENoro
ob6ocTpeHuns AK y aeten, HaxoAAWMXCSH Ha AJIUTENbHON
CTEPOU/IHOM TEpanuu U UMEIOLLMX BbiParKEHHbIE HYTPU-
TUBHbIE HAPYLLIEHUS;

e [BYX3TaMHOE JleYeHWEe — PEKOHCTPYKTUBHAA MPOKTO-
KonakTomMusa ¢ popmmpoBaHunem IPAA-pesepByapa wmau
6€e3 Hero U ¢ 3alMTHOW NETNEBON UNEOCTOMUEN, 3aTEM
3aKpblTUe 3alMTHOW MIEeOCTOMbl — MOKa3aHo y AeTen
Npw OTCYTCTBMU BhbllEyKa3aHHbIX OTAr4atomnx GaKTopos;

e OJHO3TanHoe NevyeHne — PEKOHCTPYKTMBHAsA MPOKTOKON-
aKToMKA ¢ popmupoBaHunem IPAA-pesepByapa mnmn 6e3
Hero 1 6e3 3alMTHON NNe0CTOMbl — BO3MOXHO Y OTAESb-
HbIX MALMEHTOB C HETSXKENbIM TEYEHWEM 3a60NIEBaHUS,
He MoNyYalolMX [IOKOKOPTUKOUbI M TEHHO-UHMKEHEP-
Hble GMOSIOTMYECKME Mpenapatbl, Npu 6GaronpUaTHOM
TeYeHUM onepaTtMBHOIrO BMellaTenbCcTBa (OTCyTCTBME
HaTSXKEHWA NPU HUSBEAEHWUM TOHKON KULLIKH).

OLIEHKA KAYECTBA XXWU3HMU AETEH

C A3BEHHbIM KOJIUTOM U BOJIE3HbIO KPOHA

B coBpeMmMeHHbIX yCN0BUAX OLEHKM KavyecTBa MeAULIMH-
CKOW MOMOLWM M YPOBHS YAOBJIETBOPEHHOCTU NaALMEHTOB
KtOYEBbIM MHAMKATOPOM BbiCTynaeT nameHeHue KX [106].
PerynapHasa ero oueHka nNo3BofiSeT BpayaM M poauTenam
flydlle NoHATb NOoTpebHOoCTM pebeHKa, BbiiBUTb Npobnem-
Hble o6nacTu u paspaboTaTb MHAMBUAYAbHbIE CTpPaTErnm,
HanpaB/ieHHble He TONIbKO Ha KOHTPO/b 3ab0neBaHus, HO
W Ha ynydweHue obuiero 6narononyyns [107]. Y geten ¢ B3K
ana oueHkn KX Hanmbonee 4acTo MCMNOJb3YIOT OMPOCHUKHK
IMPACT (IMPACT, IMPACT Il n IMPACT Ill) n SHS (Short health
scale), KoTopble NPOAEMOHCTPUPOBANN BbICOKME Banua-
HOCTb M HAAEXHOCTb B pa3/inyHbIX cTpaHax [108, 109]. Mpwm
3ToM B Poccuinckon degepaumm A0 HACTOALErO BPEMEHMU
OTCYTCTBOBaNMN CTaHAAPTUM3UPOBAHHbIE WMHCTPYMEHTbI AN
oueHkn KX y peten ¢ natonorven KT uM B yacTHOCTM
¢ B3K. B 3TOM OTHOWEHUU WHTEpec npeacTaBAsfeT LWKa-
/la OLUEHKM raCTPOUHTECTUHANbHbIX CMMMTOMOB M MOAYyNs
cumntomoB PedsQL Gl (PedsQL Gastrointestinal Symptoms
Scale and Symptoms Module), koTopasi MOXET 6biTb NpUMe-
HMMa y NaLUMEHTOB AETCKOro Bo3pacTta ¢ GyHKLMOHaNbHbIMK
n opraHumyeckumu nopaxenuamu KT [110]. OTcytcTBUE
pycckosasblyHOM Bepcun moayns PedsQL Gl, HecmoTps Ha
€ro NoTeHUManbHYlO0 3HAa4YMMOCTb B NeanaTpuyecKomn npak-
TUKe, 06yCcnoBUI0 HEOBXOAMMOCTb €ro agantauun u Banu-
Jauun B COOTBETCTBMMU C OBLLENPUHATLIMU METOAUYECKUMM
pekomeHaauuamn [111]. Hamu 6bina npoBefeHa SIMHIBU-
cTnyeckasn paTnduKaung (KynbTypHasa U g93blKkoBas aganTta-
umns) moayns PedsQL Gl [112], u Ha nocneaylowmx atanax
nnaHupyeTcs Banuaauus aganTMPOBaAHHOIO MHCTPYMEHTa,
BK/llOYaOWasa OLEHKY ero HageXHOoCTH, BalMAHOCTU U YyB-
CTBWUTENIbHOCTW.

3AK/TIIOYEHUE

B3K npeactaBngfoT coboi cepbe3Hyilo npobremy
B MeanaTpuyeckon NpaKTUKe, TPeOyloulylo KOMMIEKCHO-
ro noaxoja K AMArHOCTUKe M nedyeHuio. PaHHaa Bepwu-
duKaLmMa avarHosa, OCHOBaHHAs Ha KAWHUYECKUX AaH-
HbIX, pe3ynbTaTax 3HAOCKOMUYECKUX U TUCTONOrMYECKUX
uccnefoBaHui, ABNSeTCa He06XOAMMbIM YCIOBMEM OMTU-

MaNlbHOW cTpaTerMm BeAeHus nauuveHToB. COBpeMeHHble
MeTOAbl Tepanun (B 0CO6GEHHOCTU FEHHO-UHXKEHEPHbIE 6U1O-
JIOrMYecKne npenapatbl, «Majble MONEKyNbl» — XUMUYe-
CKWe CoeNHEHNS CO CPaBHUTENIbHO Manon MONEKYIAPHOM
MaccoW, Hamnpumep WHIMOUTOpPbl SHYC-KMHa3), a Takxe
CeNeKTUBHAas XMpypruyeckas TakTMKa No3BOASAIOT AOCTUYb
pemuccum n ynydwmntb KX peten ¢ B3K. OgHako BaXKHO
YyYUTbIBaTb MHAMBUAYANbHbIE OCOOEHHOCTM KaXKaAoro nauu-
€HTa M BbICOKMWA PUCK MOBOYHBLIX 3IPDEKTOB JIeKapCTBEH-
HOM Tepanuu. HeobxoauMMmbl AanbHEWLWMe MccnefoBaHUs
Ons pa3paboTKU HOBbLIX, 6onee ahGEKTUBHbIX U 6e3onac-
HbIX MeToAoB nevyeHus B3K y geten, a Takke AN NOHU-
MaHUA NaToreHeTUYEeCKNX MEXaHW3MOB Pa3BUTUA ITUX
3aboneBaHnn. MexanmcumnanHapHbli NOAXOA C y4acTuem
racTpO3HTEPONOroB, NeanaTpoB, XMPYprosB U AMETONOroB
ABNAETCA BaXKHbIM YCIOBMEM YCNELWHOro BEAEHUSA NaLneH-
ToB ¢ B3K B neguatpuyeckon npaktuke. Kpome Toro, ans
BCecTopoHHen oueHkn KX y geten ¢ B3K uenecoobpasHo
Mcnonb3oBaTb cneuMann3npoBaHHbii MOAYb OMPOCHMKA,
No3BONSAIOWNI AeTanNbHO UCCef0BaTb BAUAHME raCTPOUH-
TECTUHa/NbHbIX CUMMTOMOB Ha ob6liee 6aarononyyme Kax-
noro pebeHKa ¢ 3Ton NaTosiornen.
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0630p NuTepaTypsbl

BBEAEHUE

Llenmakua — wWMMyHOOMoOcCpeaoBaHHOE CUCTEMHOE
3a60neBaH1e, BO3HUKaloLWEee BCNeACTBME YNOTpe6neHns
rNoTEHA Yy NOAEN C FeHeTMYeCKOoM npeapacrnosioKeHHO-
CTblO, XapaKTepuaytolleecss BOCNaNUTENbHbIM Mopaxe-
HMEM TOHKOW KMIUKM B pe3ynbTaTeé MMMYHHOro OTBETa,
onocpenoBaHHoro T-kneTkamu [1]. PacnpocTpaHeHHOCTb
uenuMakum B nonynsauuu gocturaet 1% [2]. TunuyHaa dop-
Ma 3a60neBaHusa XapaKTepuayeTcs pasBUTUEM CUHAPO-
Ma MasibabcopbLmMK, KOTOPbIM NMPOSBASETCS XPOHUYECKON
avapeew, B3yTUeM XUBOTa U aboMUHaNbHbIM 601€BbIM
CUHOPOMOM, MOTEPEN MacChbl Tena W 3aJepKKou pocTa
y mnageHueB [3]. OQHOBpPEMEHHO C 3TUM Y MauMeEHTOB
C LiefIMaKMen 4acTo permcTpmpytoTcs U BHEKULLIEYHbIE CUM-
NTOMbl 60/1E3HM, B TOM YMCNE XPOHMUYECKAs yCTaNoCTb,
[lenpeccus, TPEBOXHOCTb, rofioBHas 60/b, OCTEONOpPO3,
6ecnnoane, TUMNOTUPEO3, MOPAaXKEHUS KOXKM (Oepma-
T diopuHra u anoneums) [3]. Y HEKOTOPbIX NMaLMEHTOB
3a605eBaHMe NpoTeKaeT 6eCCMMNTOMHO MPU COXPaHEHUH
BbICOKOIO pUCKa Pa3BUTUS OCIIOKHEHMI MO NPUYMHE HU3-
KOW MpUBEPKEHHOCTM Tepanuu [4].

EAMHCTBEHHBLIM 3PdEKTUBHBIM METOAOM JIEYEHUS LIENN-
aKnn 1 NPOPUNAKTUKM ee OCNIOKHEHMI B HacToslee BPEMS
ABNIIETCHA CTporas NoXM3HEeHHas 6e3rnoTeHoBas aveta [3].
JTO NOCTATOYHO C/OXKHaa 3afada, NOCKONbKY TpebyeT name-
HEHUS MPUBbLIYEK MUTAHUS Ha MPOTSXKEHWUU BCEN MKUSBHMU.
Kpome Toro, 3meHeHMe pauuoHa NMTaHMsl HEPEOKO OCNOX-
HSieTCS OTCYTCTBMEM MHbOPMAaLIMKM U PEKOMEHAALIMIA MO NpU-
roToB/IEHMIO 6t011, HE COAEPKALLUMX TMIIOTEH, BHICOKON CTOM-
MOCTbtO 6E3MIIOTEHOBbLIX MPOAYKTOB, PUCKOM KOHTaMMHaLMK
rMIOTEHOM 3TUX MPOAYKTOB WM TOTOBbIX GE3rNOTEHOBLIX
60104 [5]. YKazaHHble NPUYMHbI B HEKOTOPbLIX ClydYasx npu-
BOASAT K cOLUManbHOM U30NALMK NUL, C HEMEPEHOCUMOCTbLIO
rnioTeHa [6].

COBPEMEHHDIE ONMPOCHUKHU ANA OLLIEHKH

KAYECTBA }XWU3HM [ETEH C LLEJIMAKMEN

CoyeTaHne KIMHUMYECKUX CMMMNTOMOB LIENMAKKK, COMyT-
CTBYIOLLMX MCUXO3IMOLIMOHANbHbIX HapyLIEHWI, COLMaNbHOM
[esajantaumMn HanpsiMylo CBSI3aHO C Ka4yeCTBOM MU3HM
(K¥) naumeHToB [4]. OueHKa KX yenoBeka B COBPEMEHHOM
cucTeMe 3ApaBOOXPaHEHUs pacCMaTpPUMBAETCA KaK WHTe-
rpafbHblil MOKasaTeNnb ero GpU3nyYecKoro, NCMXoa0rMyecKo-
ro, 3MOLMOHaNLHOIO U COLMaNbHOr0 GYHKLUMOHWPOBAHMS,
B OCHOBE KOTOPOro NEeXMT CyObeKTUBHOE Bocnpusatue [7].
CneuunanbHble METOAUKW, UCMONb3yemble ANs oueHKn KK
nauMeHTOB, CTpadalolWMX LiEeNMaKMen, y4UTbIBalOT OCOGEH-
HOCTM TeyeHus 3ab0fieBaHMUs, a TaKKe MCUXONIOrMyYecKue
W coumanbHble TPYAHOCTH, BO3HUKAIOLWME B N3HU 60LHOTO
npu cobnoaeHnm 6e3rntoTeHoBoON aAneThl [4].

Mo paHHbIM cucTemaTudeckoro o63opa A.L. Falcomer
M coaBT., pa3paboTaHO CEMb OMPOCHWKOB A5 OLIEHKM
KX y Takux naumeHToB, M3 HUX 4Yalle BCEro MPUMEHSM
«OnpocHuK npu uennakum» (Celiac Disease Questionnaire;
CDQ) n «KayectBO »*M3HM Npu uenmnakunn» (Celiac Disease
Specific Quality of Life; CDQL) — B 21 1 17 uccnegoBaHusx
13 43 n3yyeHHbix. CDQ B 60nbluen cTeneHn cPoKycrpoBaH
Ha oUEeHKe GU3UYECKUX U MCUXMYECKMX CUMMTOMOB GOJIE3HM,
a CDQL — Ha amoLuMOoHanbHbIX MOCNEACTBUSAX MOKUBHEHHOIO
cobnoaeHns 6e3rntTeHOBON AnEThI [4].

S. Coburn u coaBT. (2025) paspaboTanu elle OAMH
cneunanM3anpoBaHHbIl OMPOCHUK ANS AeTen € Lennaku-
en (Celiac Disease Life Inventory of Family Experiences;
CDLIFE). OnpocHMK No3BONSIET MONYy4MTb NpeacTaBfieHue
o KX peten B Bo3pacTe oT 2 Ao 18 net, oxBaTbiBas Bax-
Hble acneKTbl GU3NYECKOTO M MCUXONOrMHYECKOrO 340POBbS.
ABTOpPbI YKa3blBatoT, 4TOo ucnonb3oBaHne CDLIFE nomoxet

BbISIBUTb M OTCNEXMBATb CEMbM, HYXKAAOWMECA B NCUXON0-
rmyecKow noaaeprke [8].

KULWEYHbIE U BHEKULUEYHBIE

NPOSABJ/IEHUA LLEJIMAKUU

NPU COGNIOAEHWM BE3ITIIOTEHOBOM AUETDI

CnepyeT noHuWMatb, 4TO MOSHOE MWCKIYEHWE [ioTeHa
M3 paLMoHa MOXeT OKa3aTbCsl HEJOCTUXMMOW 3ajayen [5],
npv 3TOM MOCTYNNEHWE fayke HeBOoNbLWOro ero Koanyecrtasa
CNOCOGHO MPUBECTM K COXPAHEHWIO racTPOMHTECTMHaNb-
HbIX ¥ BHEKULIEYHbIX CUMMTOMOB LieInakuu. Tak, gaxe npu
cTporom cob6nioaeHun 6earnoteHoBon avetol y 20-40%
B3POC/bIX MALMEHTOB COXPAHAOTCS pa3nyHble NPOSBAEHMS
3aboneBaHns [9—12], 4TO MOXET yKasblBaTb B TOM YMUC-
fle U Ha Hanuyne COonyTCTBYIOLWEN NaToNorMn — MULLEBOM
annepruun, CUHApPoma pasapaxeHHOro KuWevyHuKa, Heuenu-
AKMWHOM YYBCTBUTENbHOCTM K TNIOTEHY, HENEPEHOCMMOCTH
APYrMX KOMMOHEHTOB nuwm [2]. OgHako B psige chydaes
npu4ynHa HeadpbeKTMBHOCTN B6E3MIOTEHOBOW ANETbl OCTaeTCH
HeycTaHoBNeHHoM [10, 13, 14].

B nccnegoBaHumn S. Roos 1 coaBT. (726 B3pOC/bIX C Lienn-
aKuewn) coxpaHeHne CMMNTOMOB 3aboneBaHus (anapes, 60b
B XMBOTE, 3a/0XKEHHOCTb HOCa) NpK cobntoaeHnn 6esrnoTte-
HOBOW AMeTbl oTMedeHo y 6onee 40% nauuneHtoB [11]. KK
y TaKMX NaLMEHTOB HMKe (M0 5 13 9 NYHKTOB ONPOCHMKA YAOB-
NIeTBOPEHHOCTH *M3Hblo — Life Satisfaction Questionnaire
9) B CpaBHEHWWM C MaLMeHTamK, y KOTOpbIX OTCYTCTBOBaNu
KJIMHUYECKNE NposiBAeHUs 3aboneBanHuns [11].

O COXpaHEeHWU KIAWHUYECKMX CUMNTOMOB LIEeNUaKUu
6onee 6 mec y 15% geten Ha GpoHe CTPOroro co6aaeHUs
6e3roTeEHOBOM aneTbl coobwmnn G. Veeraraghavan 1 coaBT.
[14]. NoKka3aHo TaKXe, YTO NpeauKTopamMu COXPaHEHUS CUM-
nToMOB 3aboneBaHWs MpU Mepexofe Ha 6e3rNoTEHOBYIO
avety aBnaioTca 601b B KMBOTE, 3anop M OTCYTCTBME B3AYy-
TMS JKMBOT@ Ha MOMEHT YCTAHOBMEHWS AMarHosa Lenva-
Kun. Cpeamn NpuUYmMH COXpaHeHUs CUMNTOMOB 601€e3HU Bblin
HenepeHoCUMOCTb NlaKkTo3bl (y 9%), ractpoasodareanbHbii
pednioKe (y 8%), dyHKUMOHaNbHas 60nb B xuBote (y 7%),
CUHAPOM pa3gparKeHHOro KuleydHuKa (y 3%), aenpeccusa/
TpeBOXKHOCTb (Y 3%), 203MHODUNbHBIA 330darnt (y 2%),
nuueBas anneprus (y 1%), paccTponcTBo NMULEBOro noseae-
HUa (Y 1%), A3Ba »enyaKka, accouunpoBaHHas ¢ Helicobacter
pylori (y 1%), numbounTapHbii Koaut (y 1%) n aspodarus
(y 1%). B 13% cny4yaeB npuyYMHa COXpaHEHWss CUMMMNTOMOB
3abosieBaHu1A He Oblna ycTaHoBeHa [14].

KAYECTBO XM3HM JETEN C LEJIMAKUEN

MNMopaepaHune cTporon 6e3rnTeHOBON AUETbI U MUHMK-
MU3auns NoTpebneHns NPOAYKTOB C BbICOKOM CTeneHbio
nepepaboTKM (TaK Ha3blBaeMble ynbTpanepepaboTaHHble
NPOAYKTbI C BbICOKOM KalOpUMHOCTbIO, HO C HU3KUM cofep-
aHuem 6eKa, NULLEBbIX BOJIOKOH, MUKPO3/1IeMEHTOB 1 6KO-
JIOTMYECKM aKTMBHbIX BellecTB [15]) MOryT MMeTb BarkHoe
3HavyeHue Ana nosblweHns KX NogpoCTKOB M MOMOAbIX
noaen ¢ uennakuen [16].

B nccnepoBanmm A.E. Oflu u coaBT. 6b110 M3y4eHO KK
45 naumeHToB B Bo3pacTe 8—14 neTt ¢ uennakuen. pynny
KOHTpONA cocTaBunu 48 340POBbIX AeTeN. YCTaHOBAEHO, YTO
oueHKa KX nauneHToB, BbINOAHEHHAsA C UCMONb30BaHWEM
onpocHuKka Pediatric Quality of Life (PedsQL), 6bina Huxe,
yeM y geten rpynnbl KoHTpons [17].

B cuctematnyeckun o063op Z. Nikniaz v coaBT. 6blnu
BKJIIOYEHbI 26 paboT, B KOTOPbIX n3ydanu KX y neten n noa-
POCTKOB C LiefIMaknemn B CpaBHEHMU CO 340POBbLIMU AETbMMU.
YctaHoBneHo, 4To oueHka KX ¢ ucnonb3oBaHnem obLiero
onpocHuKka PedsQL y 60/bHbIX HE OTMYanacb OT TaKOBOW
y 300poBbIX. ToNbKo B 4 13 11 nccnegoBaHuin NnoaTBeEpXKAEHa



Koppensuunsa Mexkay nokazatensamu KX n cobniogeHmem 6es-
rNIOTEHOBOW AMNETHI, @ B 2 U3 4 — oTpuLatenbHas CBS3b MEX-
a4y napametpamn KX 1 Bo3pacTom nauveHToB Ha MOMEHT
BepudmKaumm auarHosa [18].

B nccnepoBaHmu ¢ nHtepsanom B 5 net B 80 cembsix npo-
Be[EeHa AMHamuyecKas oueHKa KX poautenen geten ¢ uenm-
akuen [19]. B utore He 6bl/10 BbISIB/IEHO CYLLECTBEHHbIX U3Me-
HeHun B nokasatensx Coeliac Disease Dutch Questionnaire
(CDDUX) n PedsQL y geTtert u ux pogutenemn no cpaBHEHUIO
C UCXOAHOW OLIEHKOM, NpoBeaAeHHOM 5 rogamu paHee. O6Lmi
nokasatenb CDDUX oTpaan yaosnersoputenbHoe KX, B To
BpeMs KaK ans obuiero 6anna no PedsQL oH cooTBeTcTBOBaAN
OLIEHKE «BbICOKMI — 0YeHb BbICOKMI». CyLLLeCTBEHHOE CHUXKE-
HWe 6annoB Yepes3 5 NeT 6bI10 YCTaHOBIEHO NULWLb MO LWKane
«IMoUMOHanbHoe QYHKLMOHWPOBaHWE» B aHKeTe PedsQL.
Bonee Hu3Kasa oueHka KX no onpocHnky CDDUX oTmedeHa
y NaLMEHTOB, HapylLaBLIMX GE3MIOTEHOBYO AMETY (OCO3HAHHO
WM HEOCO3HaHHO yNOTPEGASBLUMX B MULLY NPOAYKTHI, coaep-
Kallue roTeH), Mo WKane «Pusmyeckoe GyHKLMOHUPOBaHWE»
onpocHWKa PedsQL — y naumneHTOB C BbICOKMM TUTPOM aHTU-
Ten K TKaHeBOW TPaHCIyTaMWHa3€e B CbIBOPOTKE KPOBMU MUK
HaM4YneM ConyTCTBYIOLLMX 3a60/1eBaHNUN.

Mony4yeHHble AaHHble CBUAETENLCTBYIOT O TOM, YTO ANU-
TENbHOCTb 3a60/1eBaHNS OKa3blBAeT HE3HAYUTENIbHOE Hera-
TMBHOE BAusiHME Ha KX naumeHTta. Kpome Toro, ctabunbHO
BblCOKas oueHKa PedsQL MoxeT 6biTb OTpaXKeHWEM MocTe-
NEHHOW ajanTauMn cemMen OONbHbIX LieIMaknen K 6opbbe
C 3TUM XPOHUYECKUM 3abosieBaHMeEM. ABTOpaMu NOATBEPK-
JEeHOo, 4YTo cobnogeHne O6e3rniTeHOBOM AMeTbl ABNfeTcs
onpegenawowumMm daktopom KX B gonrocpo4yHon nepcnek-
TvBe [19].

NMCUXOJIOTMYECKASA AE3AQANTALIUA

U KAYECTBO XXU3HU

CTOMKME CUMMNTOMbI LIESIMAaKUMKU BEAYT HE TOSIbKO K CHUXKE-
HUIO dr3nyeckoro GyHKUMOHMpPOoBaHms U KXK, HO 1 ¢ BbICO-
KON BEPOATHOCTbIO K BOSHUKHOBEHWIO TPEBOIM M AEMPECCHM
[20]. B TO Bpemsa Kak HEKOTOPbIM MauMeHTam 6e3rtTeHO-
Basi MEeTa NOMOraeT CrpaBUTbCS C TPEBOrOM U AeNpeccuen,
y APYrMX NCUX0NIOrMyecKas HanpsixKEHHOCTb COXPaHSAETCa Unn
NposiBASIETCS AaXke Mocne HopManu3auun xapakrtepa cTyna,
MCYE3HOBEHUS MeTeopuaMa M bnaTtyneHunu, NMKBUaaLUmm
AeDUUMTHBIX COCTOSHWI, 0BYCNOBMIEHHBIX ManbabcopbLunen
[21, 22]. CTporoe cobntogeHne 6e3rntoTeEHOBOM ANETHI Tpe-
OGyeT NPUCTaNIbHOrO BHUMAaHWSA K PEXUMY NMUTaAHKUS. Y HEKo-
TOPbIX MALMEHTOB C LieNMaKMen MOryT pasBWUTbCS CUIbHOE
6eCrnoKONCTBO MO NOBOAY BO3AENCTBUS MMOTEHA, a MHOr4a
M HepeanucTU4YHble MNPEACTaBiEHUS O paLMOHE MUTaHMS
1 obpase XKU3HM, YTO peann3yeTcs B pacCTPOMCTBa NULLEBO-
ro noseaeHus [23].

B unccneposanuu C. Dochat u coaBT. 6bl1a NpeanpuH§-
Ta MOMbITKA BbIICHUTb CBSI3b BbIPAXEHHOCTU KIMHUYECKMX
CMMNTOMOB C MPMBEPIKEHHOCTbIO 6E3rNITEHOBON aOMETE,
NMCUXONOTMYECKMMU XapaKTEPUCTUKAMM IMYHOCTU MaLMeHTa
n ocobeHHocTsaMKU KXK.

[lo ntoram o6cnegoBaHms 523 MaLMEHTOB B3POC/IOro
BO3pacTa 6bl/I0 BbIAENEHO YeTbipe Npoduas TevyeHns 3abo-
NeBaHus:

1) ¢ HE3HAYUTENbHBLIMW UK OTCYTCTBYIOLLMMKU CUMMITOMA-
MW U OT/IMYHBIM CYObEKTUBHBIM 340P0BbEM (37% BbIGOPKK);

2) C HeYacCTbIMW CUMMTOMAaMM M XOPOLIUM CYObEKTUBHbBIM
300poBbeM (33%);

3) co cnyYyamHbIMU CUMMATOMaMM W YOOBNETBOPUTESIbHOM
WKW MI0XOW CYOBHEKTMBHOM OLIEHKOW COCTOSIHUS 3[0pOBbS
(24%);

4) ¢ YaCTbIMW WM MOCTOAHHBIMW CUMMNTOMAaMM U MIIOXOM
CYObEKTUBHOM OLLEHKOM COCTOSAHMUS 340P0BbS (6%).

Mpyv 3TOM BbIPAXXEHHOCTb KJAMHWUYECKUX CUMMNTOMOB
U MPUBEPIKEHHOCTb GE3MMIOTEHOBOW AMETE HEe BAMSIN Ha
MCMXO03MOLMOHaNbHOE COCTOSIHME naumeHTa M ero KiK.
HesHauutenbHaa BblpaXEHHOCTb KIMHUYECKUX CUMMNTOMOB
He 06513aTefIbHO NMPUBOAMUT K MONOXKUTENBHOMY BIMSHUIO Ha
ncuxmyeckoe 3goposbe M KX, 4to npegnonaraet nosib3y oT
NpUMeEHeHWa NoBeaeHYecKon Tepanun NaumneHToB ¢ Lenva-
Kuen [24].

B nccneposanuu J.W. Cadenhead v coaBT. y4yactBOBanu
30 noapocCTKOB C Lennaknen B Bo3pacte oT 13 go 17 ner,
co6ntoaBlUnX 6e3MI0TEHOBYIO ANETY B TEYEHWE KaK MUHU-
MyM ofgHoro roga [25]. bonee nonoBuHbI 06CNEA0BaHHbLIX
(53%) NpoaeMOHCTPMPOBaNM HeaganTMBHOE MULLEBOE NOBe-
JeHWe — Mopfefb MWUTaHUSl, He COOTBETCTBYOLLYD GU3MO-
NIOrMYECKMM NOTPeBGHOCTAM OpraHu3ma, 4YTO COYeTanoChb CO
CHUXeHnem nokazatenen KX. ABTopbl UCCiegoBaHUs PEKO-
MeH0BaNn NOCTOsAHHOE HabtoAeHWe NaLMEeHTOB C LieSIMaKu-
el y racTposHTeposiora 1 AMeTonora, a Nnpv BO3HUKHOBEHWM
NCUXONOrMYecKMx NpobnemM n coumanbHoW ae3agantauum —
obecneyeHune ncmMxocoLunanbHOro cConpoBOXAEHUS NOAPOCT-
KoB [25].

B nccneposanum U.H. 3axapoBow 1 coaBT. NpOBEAEH aHa-
M3 MeAMKO-coLMalbHbIX GaKTOpoB, BAUSOWMX Ha AOCTYM-
HOCTb M MpPUBEPXKEHHOCTb 6e3rntTeHoBon anete. B uccne-
JoBaHue BKIoYeHbl 200 cemel, BOCMUTbIBAOWMX AeTen
C Ue/iMakuen u npoxupalolmx Ha tore Poccuun. TpyaHocTu
B COGNIOAEHUN ANETDI BbiiBNEHbl Y 87% cemen, 75% BbIHYX-
[eHbl 0TKa3aTbCH OT NyTewecTBUM ¢ AeTbMu, 56% He nmenu
BO3MOHOCTM nocellaTb MecTa OO6WEeCTBEHHOr0 MUTaHUA
(pectopaHbl, Kade), 90% yKaszanu Ha C/OKHOCTU B MNpu-
obpeTeHnn 6e3rNI0TEHOBbLIX MPOAYKTOB. YCTAaHOB/IEHO, YTO
cTporoe cobniogeHne 6e3rNMTEHOBON AMETbI B LUIKOJbHOM
BO3pacTe HabngaeTcs HAMHOIO pexe OTHOCUTENIbHO AeTen
JIOLIKONIbHOTO BO3pacTa.

Cpeav NpUyYnH 0CO3HAHHOIO HapyLLIEeHUS AUeTbl — BbICO-
Kasi CTOMMOCTb 6€3rM0TEeHOBbIX NPOAYKTOB. [1pn 3TOM CTPO-
roe cobniogeHne 6e3rNtoTeHOBOV ANEThl Y AeTen, CTpaaalo-
WKX LieIMakuen, accoLumMmMpoBaHo ¢ pa3BUTUEM arpeccuu,
pasapaXKMTeNbHOCTbIO, BbICOKMM YPOBHEM TPEBOXHOCTHU
W Aaxke genpeccun. MmaBHbIMKM NpobieMamMn CEMEN, B KOTO-
pbIX BOCMWUTLIBAOTCA AETU C LIeSIMaKuen, ABASIOTCS COLM-
aNbHO-NCcUXoNornyeckas aesagantauns GONbHOro, orpa-
HUWYEeHHble dUHAHCOBbLIE BO3MOXHOCTM ANt NPUOGpeTEeHUs
6e3rNI0TEHOBOM MPOAYKLMK U NepecTporKa peXxmma nuta-
HUS B LEeNoM. ABTOpPbl MPUXOAAT K BbIBOAY, YTO MCUXOJNO-
rmyeckas pabdorta ¢ 60/bHbIMU LIE/IMAKMEN U UX CEMbSIMU
NONOXMTENbHO OTPA3UTCS KaK Ha npolecce ajanTauuu
nauueHTa K 3aboneBaHuio, Tak U Ha 3GPEKTUBHOCTU Tepa-
nuu [5].

B nccnepgosanue A. Belpinar n coaBT. 6binM BKJOYe-
Hbl 98 geTen c uennakuen (cpeaHun Bo3pact — 12 ner),
KoTopble npoxoamnu obcnegoBaHne B 2021-2022 rT.
YCTaHOBNEHO, 4YTO MauUMeHTbl C Lenuakuen umenu o6onee
BbICOKME OLIEHKW TPEBOXKHOCTU U Aenpeccun U 6onee HU3-
Kne oueHKn KX B cpaBHeHMM cO 340pOBbIMM AeTbMU. [pun
3TOM YPOBEHb TPEBOXHOCTM OTPULATENIBHO KOPPENUpo-
Ban ¢ oueHKon KX. ABTopbl NpUXoasiT K BbIBOAY, YTO AETH
C LeNMaKuen UCMbITbIBAOT BLICOKUIM YPOBEHb Aenpeccuu
N TPEBOXHOCTU Hapsgy ¢ npobneMamu GU3nyeckomn PyHK-
LIMOHANbHOCTM M MCUXOCOLMANbHOIO 30POBbS, YTO Hera-
TUBHO BAMSET Ha nx KX [26].

KAYECTBO XW3HMW [AETEMN C LIE/IMAKMEHN

Mo MHEHUIO POAUTENEN

B unccnepgosaHnn M.M. Germone u coaBT. MNPUHSAK
ydyactne 246 pgeten C Ueuakuen U UX poauTenu, KoTo-
pble 3anosIHUAM LWKaNy OLEHKM Ka4vecTBa XW3HU AeTen
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(PedsQL) ans poautenen. YcTaHOBMEHO, YTO AETH, CTpa-
faloline LenMaknen, UMenn CHUXKeHHble nokasatenn KX
B CPaBHEHWM CO 3[0POBbLIMW AETbMW, a TaKXKe C OeTb-
MW C APYrMMW OpraHu4yecknmMun 3aboneBaHUsIMU MNuLLe-
BapuUTeNbHOM cucTeMbl. KpoMe TOro, Hanuuve Lenvakuu
y pe6eHKa 0Ka3biBalo BAUSIHWE U Ha CHUXeHne KX poau-
Tenen nauyueHTa [27].

B KpynHoM MHoroueHTpoBOM uccnegoBaHmm M. Crocco
M coaBT. NpoBefeHa oueHKa KX y peten ¢ uennaxkuewn
(cpeaHun Bo3pacT — 13 neT), a TaKkKe U3yyeHbl haKTopbl,
OKasblBalllnMe HeraTMBHOE BJIMSHME Ha 3TOT MNapameTp
[28]. Ana oueHkn KX B paboTe Mcnonb3oBaivCb cneuu-
anbHbIM onpocHnk CDDUX u o6wnint onpocHuk PedsQL.
B wuccnepgoBaHun npuHanu yyactve 11 negnmaTpuyecKMx
LeHTpoB, ob6cnenoBaHa 871 cembs. OueHka KX no wka-
ne CDDUX cBuaeTtenbcTBoBana 0 cpefHMx 3HadeHuax KK
y NaLMEHTOB C LIeSIMaKMEN N XOPOLLEM MU OYEHb XOPOLLEM
KX no wkane PedsQL. Mpu atom oueHka KX nauuneHTos,
[laHHas UX poauTensiMu, 6biia HUKe Mo 060MM OMPOCHUKAM
KX B cpaBHeHMM C OLIEHKOM caMux nauuneHtoB. Cpeawn
$aKTopoB, acCcoLUMMpOBaHHbIX C 60/lee HU3KOW OLEHKOWM
KX nauneHToB C UenMakuen, Obliv KEHCKUI MOJ, HU3KKUI
ypoBEeHb 06pa30BaHMA poauTeNne U ycTaHOBIEHWE Auna-
rHO3a /MlIb Ha OCHOBAHWW MOBbLIWEHUA cneuudUIecKnx
aHtuTen. Npu ncnonb3oBaHnM MHOroGaKTOPHOro aHannaa
OCHOBHbIM MpPeAWKTOPOM HM3KOW oueHkn KX no onpoc-
HUMKYy CDDUX 6blna nocTaHOBKa AMarHosa Lenvakun 6e3s
npoBeaeHns MopdoNorMyeckoro NOATBEPKAEHUSA. ABTOPbI
npUXoasT K BbiBOAY, YTO KX y neTen ¢ uennakuen B coBpe-
MEHHbIX YCNOBUAX ABNSETCA XOPOLUIMM, YTO yKa3blBaeT Ha
BbICOKMI ypOBEHb afanTMBHOIO MoOBeeHWUs, HECMOTPSA Ha
du3nyeckne n ncuxocoumnanbHble NPo6aemMbl, BbI3BaHHbIE
3a6oneBaHunem. pn 3TOM POAMTENM CKIIOHHbI HELOOLEHU-
BaTb KX cBoux geten [28]. Hannune pebeHKa ¢ Lennaxkmnemn
MOXET HEraTMBHO CKa3aTbCH Ha MaTepPsix U UX OTHOLIEHUM
K AeTSIM, BKJIl04Yas NOBbIWEHHbIA YPOBEHb 1EMNPECCHUN U Tpe-
BOXHOCTH, Ype3MepHyto 3a60Ty 0 pebeHke [29].

3AK/TIOYEHUE

Hanunyne coxpaHsaioWwmxea CUMNTOMOB LEeNMaKkuun (M,
B MepBylO0 o4Yepedb, BHEKMUWEYHbIX NPOsiBAEHMI 3abonesa-
HUS) Ha PoHe cobntogeHUs 6e3rTEHOBON AMETLI Y Nauu-
€HTOB, CTpajalolWwnx LenMakuen, OKasblBaeT 3HavMmoe
BMsAHME Ha KXK, cBA3aHHOe co 340poBbeM. [JaHHbIN UHTe-
rpajbHblM NOKasaTeNb 3QDEKTUBHOCTU NPOBOAMMONW Tepa-
NMW OCTaeTcs Manou3yYeHHbIM B MeAMaTpUYECKOM Korop-
Te NauMeHToB C Lennakuewn. Ncmxonornyeckas Koppekums
W coumanbHas agantauus GO/bHbIX LeMakuen sBastoTcs
BaXKHbIM 3Tanom onNTUMMU3aLMK X Tepanuu.
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YBeuTbl, accoUunMmMpoBaHHbIE C OBEHWUJIbHBbIM MAMONaTUYECKMM apTpuTtoM (KOMA) — 3T0 Hambosiee YacToe BHECYCTaBHOE Ipo-
sBneHne HOUA. B HacToslee BpeMsl, HECMOTPS Ha TPYAHOCTU B AMarHOCTUKeE, Bbla pa3paboTtaH o6LumMi noaxod K tepanum
3TOr0 COCTOSIHMS, YTO MO3BOJISIET M36eaTb MHOMMX JOJrOCPOYHbIX OCIOKHEHMI MU MOBbLICUTb Ka4€CTBO XMU3HN NaLMEeHTOB.
BbicTpoe pa3Butne papmaKkorepanmuu, B TOM Y1CIe NOSBIEHNE HOBbIX MMMYHOCYNPECCUBHbIX U FTEHHO-UHXEHEPHbIX 6M0J10-
MMYeCKMX npenapaToB, PaclUMpPAET TEPAnNeBTUYECKMI apCeHas M NOBbLILAET LAHChI Ha JOCTMHEHUE CTOMKON PeMMUCCHM, XOTS
ocTaeTcs elje HeMaso BOMPOCOB OTHOCUTE/IbHO 6e30MacHOCTU MHOIMMX FreHHO-MHXEHEPHbIX GUO0rMYECKMX penapaTos,
onTMMaJsibHOro BPEMEHM OTMEHbI Teparnuu U [OJIrOCPOYHOro KatamHesa y naumeHToB ¢ IOMA. B npeactaBieHHOM o63ope
06006LL€EHbI M MpoaHaIn3npPoBaHbl COBPEMEHHbIE AaHHbIE, KacalolMecs noaxo4oB K J1€4EHUI0, 3PPEKTUBHOCTU U 6€30MacHo-
CTW Teparnuu, a TakKe nepcreKkTMB BeAeHUs nauneHToB ¢ ysenutom npu FOUA.

Knro4yeBble cnoBa: yBeuT, MPUAOLMKINT, IOBEHUIbHbIA MANMONaTUYECKNIA apTPUT, Tepanus, reHHO-UHXeHepHas 61oaornye-
CKasl Tepanus, aHTuTena NPoTMB GaKTopa HEKPO3a 0nyxoau anbda

Ana yntupoBaums: AxkosneB A.A., HukutnHa T.H., Koctuk M.M. YBeuTbl, acCcOLMMPOBaHHblE C IOBEHWIbHBLIM MAWNO-
natMyecknum aptputom. CoBpemeHHble MoAaxodbl K Tepanuu: 0630p nuTepaTypbl. Bornpocbl coBpemMeHHOW neauaTpum.
2025;24(3):462-177. doi: https://doi.org/10.15690/vsp.v24i3.2910

OBOCHOBAHME

HOBeHWNbHBIN nanonaTudeckuin aptput (IOUA) —
370 Haubonee pacnpocTpaHeHHOe PEBMAaTosIOrMYEeCcKoe
3aboneBaHnMe [eTcKkoro Bo3pacTta [1]. YBeuT aBnsaeT-
Cl camMblM YacTblM BHeCyCTaBHbIM nposBneHnem HOUA
M NpuW OTCYTCTBMW aLEKBATHOrO JlIe4eHUA MNPUBOAUT
K Pa3BUTUIO CEPbE3HbIX OC/IOXHEHUW CO CTOPOHbLI opra-

Ha 3pEeHUs], TaKUX KaK KaTapaKTa, BTOpMUYHas rnaykoma,
OTC/NOMKA CeTYaTKK, NEHTOBUAHAA ANCTPODUA POTrOBULLbI.
C y4eToM yrpo3bl MPOrpeccupylollero yxyaweHus 3pe-
HUS M CTOWKOWM WHBaNUAM3aLWKW BeaeHue yBeuTa Mpu
FOMA [OOMKHO OCHOBbIBATbCA Ha pPaHHEM BbISBAEHUU,
CBOEBPEMEHHOM U MHTEHCMBHOM MPOTMBOBOCMANUTENb-
HOM JNle4eHUM, a TaKKe MEeXAWCLMUMNIUMHAPHOM noaxoae

Alexandr A. Yakovlev, Tatiana N. Nikitina, Mikhail M. Kostik

Saint Petersburg State Pediatric Medical University, Saint Petersburg, Russian Federation

Juvenile Idiopathic Arthritis Associated Uveitis. Modern Therapy
Approaches: Narrative Review

Juvenile idiopathic arthritis (JIA) associated uveitis is the most common extra-articular manifestation of JIA. Nowadays, unified
approach for the management of this condition has been developed despite all the difficulties in diagnosis. It allows to avoid many
long-term complications and improves patients’ quality of life. Rapid development of pharmacotherapy (including appearance of
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C yyaCTMeM Kak peBmaTtofiora, Tak u odtanbmonora [2].
Bo MHorux ctpaHax paspaboTaHbl KIMHUYECKME PEKO-
MeHAauMW Mo AMArHOCTUKE, NIeYeHUI0 M HabnaeHuo 3a
yBeuTammu, accounnpoBaHHbimmn ¢ FOMA. OgHako no mepe
HaKOMJEHWA 3HaHWUM O KIMHWYECKOM Te4YEHUU, NaToreHese,
TepaneBTUYECKUX MOAXOAaX U AONTOCPOYHbIX MCXodax AaH-
Hble peKoMeHAauuu noanexart perynspHoMy nepecmortpy
M aKTyanmsauuu [3-5].

Taknm 06pa3oM, NpeacTaBnseTcs akTyaibHbIM U HEOOXO-
AMMbIM 0606LWNTL UMEIOLMECS AaHHbIE C YHETOM MOSIBNEHUS
HOBbIX MpenapaToB WU HAKOMAEHUS CBeAEHUIN 00 yXKe npume-
HSOLLMXCS IEKAPCTBEHHbIX CPEACTBaX.

AKTYAJIbHOCTb

YBeuT, accouumnpoBaHHbii ¢ FOMA, HecmoTps Ha coBpe-
MEHHbIE YCNexn B Tepanuu, No-MpeHeEMy OCTaeTCs cepbes-
HbIM 3a60/ieBaHNEM, CNOCOGHLIM NMPUBOAUTL K 3HAYUMOMY
CHUMEHUIO 3pUTENbHbIX OYHKUMK BMAOTb A0 MOJIHOM KX
yTpaTbl. YBeUT, accoummpoBaHHbiv ¢ OWA, asnsetca chepon
WHTEpecoB peBMartonora n opranbMosiora, 4to Tpebyet dpop-
MWPOBaHUS CNaxKEHHOW KOMaHAHOW paboTbl MeAMLMHCKUX
cneumanucToB [2]. Ha coBpeMeHHOM 3Tane BO MHOIMX CTpa-
Hax pa3paboTaHbl peKOMEeHAaLMW MO ANarHoCTUKe, NeYEHUIO
U HabnwogeHunio 3a HOUMA-accoumMpoBaHHbIMKU YBEUTAMMH,
O[HAKO B CBSI3M C NOSIBIEHNEM HOBbIX 3HaHWI O NaToreHese,
0COBGEHHOCTAX TeyeHus 3abosieBaHus, noaxodax K Tepa-
MUU U AONTOCPOYHbLIX MCXOAAx 3TW pPeKoMeHAauunu Tpeoby-
10T perynspHoro o6HoBneHus [3—5]. B HacTosilee Bpems
B Poccuiickon ®enepaunn 4enCTBYIOT TONIbKO KIIMHUYECKNE
pekoMeHgaumMmn No HEMHOEKLMOHHbBIM yBeUTaM [6], oTaenb-
Hble PEKOMEHAALMKN N0 YBEUTAM, aCCOLIMMPOBaHHbIM ¢ HOUA,
6blnn ony6MKOBaHbI paHee [7].

Knto4yeBbIMM MOMEHTaMK B Jle4EHWUM YyBEWTa, acCoLu-
npoBaHHoro c¢ WA, aBnAgoTCA paHHAS AMarHoCcTMKa
W afeKBaTHOe ornpeaeneHne aKTUBHOCTM, B CBA3M C YEM
BCE PYKOBOACTBA YKa3blBalOT Ha BaXHOCTb CKPUHWMHIOBbIX
MEpPONpUATUIA ANS NaUMEHTOB — KaK MOAO3PUTENbHbLIX MO
FOWA, TaK 1 ¢ ycTaHOBNEHHbIM AvarHo3oMm [8]. Llenbto neve-
HUS ABNASETCH [OOCTUXKEHWE CcHadvana MeaMKaMEHTO3HOM,
a 3ateMm, No BO3MOXHOCTU, 6€3MeMKaMEHTO3HON PEMUCCUM
C aKTMBHOCTbIO npouecca = O [8, 9]. AKTUBHOCTb npoLecca
onpegensercsa no AenCTBYOLEN CTaHAAPTHOM HOMEHKATy-
pe YyBEUTOB U BK/IOYAET B CEOS OLIEHKY KNETOYHOM peaKumn
nepegHen kamepsbl rnasa n ¢eHomeHa TuHgans [10].

Mpn ne4yeHnun yBeuToB MPUMEHSETCS CTyneH4aTbl noa-
X04, KOTOpbIM nogpasyMeBaeT MOCTENEHHOEe YCUEeHUe
Tepanuu nNpuv HEBO3MOXHOCTU YCTAHOBMIEHUS KOHTPONS MK
nporpeccupoBaHum 3abonesaHus [3, 5, 8]. Mpenapatamu
nepBon SIMHUKU BbICTYNAOT TOMUYECKWE TIIOKOKOPTUKOMAbI
(FK) B popme rnasHbix Kanenb. [1o mepe UHTEHCUPUKaLUK
Tepanuu npu HeaocTatoyHoM 3GPEKTUBHOCTM TOMUYECKUX
'K npumeHsaOTCa CHavana CUHTETUYECKMe (Hebuonoruye-
CKMe) 60ne3Hb-MoandMLUMpYOWME NPOTUBOPEBMATUYECKHME
npenapatbl (CBMIM), cpean KoTopbix NpenapaTtoMm BbliGopa
ABNSETCA METOTPEKcaT, U Guonornyeckue 601e3Hb-Moandu-
uupytolme npoTuBopeBMaTuyeckne npenapatbl (6BMIM)
W3 rpynnbl MHIMOGUTOPOB daKTopa HEKpo3a Onyxoau asnb-
da (TNF-a), cpean KoTopbix npenapatom BbiGopa SABASA-
etca aganumyma6t. lMpu HeadDEKTUBHOCTU MNpeablayLmx
TepaneBTUYECKUX OMNUMM MOryT ucnonb3oBatbcsa 6BMIIM
M3 rpynnbl 6J0KaTOpOB UHTepnenknHa (IL) 6, MHrMéuTopbI
KOCTUMYASALMKU TIUMPOUMTOB (IIIMKONPOTENH LMTOTOKCHYE-
ckux T-numooumntoB 4 — cytotoxic T-lymphocyte-associated
antigen 4; CTLA-4) wnu aHTuTen K B-numdbouutam (aHTu-
CD-20), ogHaKo 1x apdEeKTUBHOCTb M 6€30MacHOCTb OrpaHu-
YeHbl cepuen HabngeHun. CTyneH4yaTbln Noaxoa K Tepanumn
npeacTaB/eH Ha PUCYHKe.

NMPUMEHEHME TOMUYECKUX U CUCTEMHBIX

rMIOKOKOPTUKOUAOB

Mmelowmecs pekoMeHaaunn CcxoasaTcs B MNO3ULUK
[3, B, 6], 4to Tonunyeckme K aBnaioTca NnpenapataMmv NepBom
NIMHUW Tepanuu Npu eYeHUn yBEUTOB, aCCOLMMPOBAHHbIX
¢ FONA. KonnyectBo MHCTUANSALUMIA ONpeaenseTcs CcTeneHbio
TSXECTU YyBEUTa W BbIPAXKEHHOCTbIO KIETOYHOW peaKLuu,
OAHAKO B 3aBUCMMOCTM OT PerMoHa OTMevaloTCsi pasHble
pPEXMMbl BBEAEHWS: OT OAHON MHCTUNALMK KaxKabin Yac [11]
[10 ogHoN 1—-2 pa3a B AeHb [3]. OTe4ecTBEHHbIMU PEKOMEH-
JaunsaMn npegnaraertcs pexum BBeaeHus oT 2 4o 5 UHCTU-
NAUUIA B CYTKM [B]. [MaBHble onaceHns 3Ton Tepanuu cBH3a-
Hbl C Pa3BUTMEM HexenaTenbHblX 3PHEKTOB — B OCHOBHOM
B BUAe odTanbMornnepTeH3nm unm rmaykomsl [12, 13], kaTta-
pPaKTbl, PEXXEe — CUCTEMHbIX HeXxenaTesbHbIXx 3QPEKTOB, CBS-
3aHHbIX C pa3BuTUeEM cuHapoMa KylimHra [13]. PUCKK Hexxe-
naTtefibHbIX ABIEHWN YBENMYMBAIOTCA NpU GunatepanbHOM
npuMeHeHnn Tonmnyecknx MK ¢ BbICOKOM MPOTMBOBOCMA/M-
TeNbHOM aKTMBHOCTbIO, B BbICOKMX [03ax M y AeTer mnagle
4 net [13]. N3BECTHbIE AaHHbIE NO3BOJIAIOT FOBOPUTL O TOM,
4YTO MHCTUANAUMS OO0 3 Kanenb B CYTKM 6e3onacHbl U He
NPUBOAAT K Pa3BUTUIO CTEPOMA-AacCOLMMPOBAHHOM KaTapak-
Tbl [14]. B HacTosllee BpeMs npeanovyTeHne oTaaetca AeK-
cameTta3oHy 0,1% [13] nau aueTtaTy npeaHn3donoHa 1% [3].

B KoHTeKcTe 06CywaeHns npuMeHenuns K Takke Heobxo-
[AMMO 3aTPOHYTb elle ABa BaXHbIX MOMEHTa — NpPUMEHEHME
WHTPAOKYIAPHbIX MHBEKLMMN M CUCTEMHYIO Tepanuio BbICO-
KUMKW [03MPOBKAMW KOPOTKMM KypcOM (MynbC-Tepanuio).
B HacTosiLlEe BpeMs B MeANLMHCKOM COOOLLECTBE HET O4HO-
3HAYHOIO KOHCEHCYCa MO MPUMEHEHUID WHTPAOKYNSPHbIX
WHBbEKLMIM N CUCTEMHOM TEpPanuu.

CornacHo OoTe4eCTBEHHbIM KIMHUMYECKMM pPEKOMEHAALN-
aMm [6], Heob6xoaMMo npoBeaeHne napadynbOapHbIX UK cyb-
TEHOHOBbIX MHbEeKUMK K ans ycTaHOBNEHUS KOHTPONS Hapg
TSKENbIMU yBEUTaMK (KNeToYHas peakumss = 24+ COoriacHo
CTaHjapTHow HomeHkKnatype [10]). OaHaKo MHOrMe pyKoBOA-
CTBa MOAYEPKMUBAIOT, YTO MHTPAOKYNSAPHbIE UHBEKLMU MOXK-
HO paccmaTpuBaTb TOJIbKO KaK «CnacuTeNbHYlD Tepanwuio»
(“rescue therapy”) [11, 13] B UCKIOYUTENBHBIX Clyd4asax —
npu HanMunm GaKkTopoB pucka [13] (MaccuBHOE BOCNaneHne
nepeaHen Kamepsbl, TMNOTOHUS, MaKyNsiPHbIM OTEK, MIOTHbIE
onauuTaTbl CTEKNOBMAHOIO Tena) WiuM Koraa Apyrue Tepa-
neBTUYECKMUE OMLUMM UcHepnaHbl. MHbeKLMN AeKcameTa3oHa
obnafatoT 6bICTPbIM, HO KPAaTKOBPEMEHHbIM apdeKToM [15],
a TaKXe XxapaKTepusytotca 60nee HU3KOM BEPOSITHOCTbIO
Pa3BUTUSA CUCTEMHbIX MOOOYHbIX ABIEHUN.

CuctemHble K meHee apOdEKTUBHBI B CHUMKEHUM Kie-
TOYHOW peaKLmn nepegHen Kamepbl rnasa, Yem ToMMYecKune
K [13], B CBA3KM C 4eM MeXAyHapoAHble MeAULIMHCKKUE
cooblecTBa NpuaepxunBaloTcs eaMHoro MHexus [3, 8, 13],
4yTo cuctemHasa Tepanusa K MoxeT O6biTb MCMNOSb30BaHa
B KayecTBe nepexoaHon tepanuu (bridge therapy) Ha KopoT-
KWW nepuoa, A0 Tex Mop noka He 6yaeT AOCTUrHYT abdeKT
CUHTETUYECKMX UK 6uonornyecknx bMIIM. O6bI4HO cucTem-
Has Tepanusa 'K Ha3HavaeTcs nepopanbHO B BbICOKMX J03ax
(1-2 mr/Kr/cyT), npoMeXyTo4HbIX fo3ax (0,15-1,0 mr/Kr/cyT)
WKW HU3KKMX fJo3ax (=< 0,15 mr/Kr/cyT) npu pacyetre no
NPEeSHU30NIOHY UK ero 3KBMUBaneHTy [16]. OgHaKo UCnosb-
30BaHMe cuctemHbIx MKy geten MoXeT NpMBECTU HEe TONIbKO
K Pa3BWUTUIO WM3BECTHbIX OC/IOXHEHWW B BUAE ObTanbmo-
rMnepTeH3nn, Habopa Maccbl Tena, GpOpMUPOBaHUA CTe-
POMAPE3UCTEHTHON KaTapaKTbl, HO M K 3aAEep)KKe pocTa,
B CBSI3W C YeM B Cly4yae nepopasibHOro NPUMEHEHUS PeKO-
MEHO0BAHO CHW}XEHWE [OO03MPOBKM B TevyeHue 4 Hend [o
MeHee yem 0,15 Mr/Kr, 1 cymMmapHas NpoAo/IKUTENbHOCTb
Tepanuu He [JoMmKHa npesblwatb 3 Mec [13]. B Taxenbix
clly4asix BO3MOXHO OAHOKpaTHOe Ha3HavyeHue nynbe-
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PucyHoK. CtyneHyatblit noaxo K tepanuun KOMA-accoumnmpoBaHHbIX YBEUTOB (aganTupoBaHo u3 [2])

Figure. Stepwise approach to JIA-associated uveitis’ management (adapted from [2])
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yBeNM4YUTb AO3UPOBKY Npenapara
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V
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cMeHa aganumyma6a Ha UHPAMKcumao,
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lMpumeyanue. JIC — nekapcTBeHHble cpeacTBa; 'K — rnioKokopTUKonabl; AT — aHTUTEna.
Note. MP (JIC) — medicinal products; GC (T'K) — glucocorticoids; AB (AT) — antibodies.

Tepanuu metunnpeaHusonoHom B gose 10-30 mr/Kr/cyT
B BUAE OOHOKpaTHbIX MHDY3UM B TeyeHue 3 aHen [13, 17].
CornacHo OTeYecTBEHHbIM peKoMeHauusm [6], cuctem-
Hble TK urpatoT KIOYeBYO posib B Tepanun octpor ¢asbl
BOCMaNeHns U PEKOMEHJOBaHbl K Ha3Ha4YeHWo Npu Heaod-
PEeKTUBHOCTM Tonunyecknx MK KaKk nepBas NUHUA Tepanuu,
4YTO BXOAWUT B MPOTMBOPEYME C peKOMeHaauuamMm American
College of Rheumatology (ACR), KoTOpble yKa3sblBalOT Ha
npeanoyYTUTENbHOCTb MCMNOMb30BaHMA W  MHTEHCUMKa-
umMm Tepanuu Tonmyeckumu K [3], HeExenn npumMeHeHus
CUCTEMHOW Tepanuu.

Mpn npoBeaeHnn Tonmyeckon tTepanuun MK Hepeako Tpe-
6GyeTcsi CONPOBOANTENBHOE NEeYEHME, HanpaBieHHOE Ha Npo-

dUNaKTUKy 06pa3o0BaHNsA 3aHUX CUHEXMN — C 3TOW LIENbIO
NPUMEHSAIOTCA MUAPUATUKK [6,13], a B psae cryd4aeB A0Mo-
HUTENbHO Ha3Ha4aloTCa npenapatbl AN CHUKEHWUS BHYTPU-
rnasHoro AaBneHuns. Kpome Toro, Bce PyKoBOACTBa noa-
YepKMBaIOT HEAOMyCTUMOCTb MOHOTEPANUMM TOMMYECKUMMU
HecTepoMaHbIMM MPOTMBOBOCMANUTENbHLIMU MpenapaTamu
(HIMBIM) B cBA3K C UX HM3KON 3PDEKTUBHOCTBIO MO CPaBHe-
HUIO ¢ Tonndecknmn MK [6, 11, 13], oAHAaKO BO3MOXHO WX
MCMN0/Ib30BaHNe B COCTaBe KOMOUHMPOBAHHOW Tepanuu.
BO3MOXHO TaKXe MPUMEHEHWE WHTPaBUTPEasbHO-
ro MMnNnaHTaTa JeKkcameTas3oHa. HeKoTopble uccnegoBa-
HWS NOKa3blBaloT ero 3ahdEKTUBHOCTb ASIA YCTaHOBIEHMS
KOHTPONS Had YNOpPHO TeKywum yBeuTom [18], a TaKkKe



OH MOXeT npefoTBpallaTb pa3BUTME MNOCTONEPaLMOHHbIX
0OCNOXHeHur [19]. MexayHapoaHble pekomeHaaunm [11, 13]
[OMyCKaloT BO3MOXHOCTb NPUMEHEHUS MHTPaBUTPEanbHbIX
UMMNAaHTaTOB Npu TAXKEeNbIXx popmax yBeuTa. OgHaKo UCNONb-
30BaHMe AaHHOro MeToAa MOXET COMpOBOXAATbCH MOBbI-
WEHHbIM PUCKOM Pa3BWUTUS TaKMX OCMOMHEHWIM, KaK KaTa-
pakTa n odTtanbmornnepTeHaus/rnaykoma [13]. CornacHo
OT€YECTBEHHbIM PEKOMEHAAUMSAM, TaKon MEeTOoA JeYeHus
NpUMEHSeTCS TONbKO Y NauMeHToB cTapue 18 nert [6].
OueHKa apdeKTUBHOCTH Tepanum Tonmyeckmmm K onpe-
JenseTcs B xo4e PerynsipHoro MOHMTOPWHra BOCManuTesb-
HOW aKTMBHOCTHM Bpavyom-odTanbmonorom. NMpsmbiM Nokasa-
HUEM K Ha3HayeHuto cuctemHom Tepanum cbMIIIN asnseTcs
HEBO3MOXHOCTb YCTAHOBUTb KOHTPO/b Haf BHYTPMUINa3HbIM
BOcnaneHuem B TeyeHue 3 mec [2, 3, 13], B CBAA3K C YeM,
N0 MHEHWIO MEXKAYHAPOLHOro MeAMLMHCKOro coobliectBa
[3, 6, 13], npu coxpaHeHMn NOTPEBHOCTM B ToNMYecKux MK
(1—-2 Kanau B CyTKM U3 pacyeTta no 1% auetaty npegH1300-
Ha) B TeyeHue 3 Mec n 6oee HeobxoaMma acKanauna Tepa-
nuu. B cnydyae Hannuunsa GakTopoB pPUCKa, YrpoXKatoUMX CHU-
YeHneM/notepen 3peHuns, Npyu HEBO3MOXKHOCTHU YCTaHOBUTb
KOHTPONMb Haj BOCManeHMem B TevyeHue 3 Hep BO3MOXKHa
6onee paHHAS MHULMALMSA CUCTEMHOM MMMYHOCYNpPEeCCcUB-
Hou Tepanuun cbMIIM [11, 13]. B HeKoTopbIX ciaydasx npwu
HaNMYMM NPOrHOCTUYECKM HEGNAroNPUATHBLIX GaKTOPOB BO3-
MOXHa He3aMeanuTeNbHas MHMULMaLLMS CUCTEMHOM LIMTOCTa-
Tnyeckon Tepanum cbMIIM [8]. K nporHocTnu4yeckun Hebnaro-
NPUSATHbIM PaKTopaM, CoriacHO KOHCEHCYCy, oTHocaTea [8]:
° yBEWT, NPeALLIEeCcCTBOBABLUNI apTpuUTY;
® 3afHWe CUHEXWUW;
®  MY}KCKOW non;
® JleHTOBMAHas KepatonaTtus;
® [fayKoma;
® KaTapakTa;
®  CHUXXEHWE OCTPOTbl 3peHUS B Ae6IOTE;
®  [UNOTOHUS;
®  MaKynapHbIM OTEK;
® MI0THasa onauuTaumsa CTEKI0BUAHOMO Tena.

TEPANUWSA BTOPOM CTYNEHMU:

CUCTEMHASA LIUTOCTATUYECKASA TEPANUA

K Tepanuun BTOPOM CTYNEHW OTHOCUTCH CUCTEMHAS LIUTO-
cTatuyecKas Tepanus, nposoanmas cbMIM, 60/blWKXHCTBO
M3 KOTOPbIX SABASAIOTCA aHTUMeTabonuTtaMu (MeToTpeKcar,
aszaTMonpuH, MrmkodpeHonata modeTtnn n apyrue) [2, 3, 20].
CucteMHoe ncnonb3oBaHue MK TakKe OTHOCUTCS KO BTOPOM
CTyneHun 1 o6CyKaanochb B Npeablaylem pasgene.

MeToTpeKcaT OTHOCUTCS K NePBOM IMHUK BTOPOW CTyne-
HU Tepanuu, obnajaeTr crepounacbeperarowmm apdeKToM
N aBnseTca Havbonee 4acTo MPUMEHSIEMbIM MpenapaTom
y naumeHtoB ¢ KOMA-accoummpoBaHHbIM yBenToM [21, 22].
MexaHn3m [OencTBUS MeToTpeKcaTa CBA3aH C MHIMOMpPO-
BaHMEM CWHTE3a MYPUHOBBLIX HYKNEOTUAOB M TUMMAMNATA
B pe3ynbraTe HeobpaTMMOro cBsi3biBaHus ¢ gurnapodona-
TpeayKta3omn, 4YTo NpensTcTBYET BOCCTAHOBMAEHWIO AWMIUA-
podonata B aKTMBHbIM TeTparuagpodonar. CraHgapTHas
Jo3upoBKa coctasnfer 10-15 mr/m2 B Hegento [3, 4,
13]. OgHaKo 4YacTb UccneaoBaHWM MOKa3biBatoT, YTO Jleve-
HMUE BbICOKMMW J03aMK MeTOTpeKcaTa crnocobCTBYET 6onee
6bICTPOMY YCTAHOBNEHMIO KOHTPOSIA Haj 3aboneBaHnemM npu
CcXoxeM npodune 6esonacHoctn [23]. HecmoTpsa Ha OTCyT-
CTBME pPaAHOOMM3UPOBAHHbLIX MNaaLe60-KOHTPOINPYEMbIX
MYNbTULEHTPOBbIX WUCCNEfOBaHUI, MOCBSALWEHHbLIX OLEHKe
3 DEKTUBHOCTU METOTPEKCaTa NpU yBEUTE, acCOLMMPOBAH-
HOM ¢ HOWNA, paHHble MeTaaHannsa CyllecTBYOWMX Nyenu-
KauuMn CBUOETENbCTBYOT O €ro A0CTaTo4YHOM 3DDEKTUBHO-
CTU B KYNMWPOBaHWW BHYTPUIIA3HOro BocnaneHuns [22], 4yto

cornacyetcs ¢ pesynbratamu HabnogaTeNbHbIX UCCnefoBa-
HUW, NoaTBepXAaalWwmnx ero 3PpOEKTUBHOCTb NPU NIEe4YEHUH
HEMHDEKLMOHHBIX YBEMTOB B Liesiom [24].

EOMHOrO MHEHWs 06 OoMTUMaNbHOM MyTW MPUMEHEHMS
MeTOTpeKcaTa He CyWecTBYEeT, OAHAKO MpeanoyTUTENb-
HbIM 15 BbICOKMX [O3MPOBOK SIBASETCA MapeHTepasibHbIi
nyTb BBEAEHUS B CBA3M C OCOGEHHOCTAMM GUMOLOCTYNMHOCTH
[25-27]. HeKoTopbiMK UcCCNefoBaHUSMM MOKa3aHo, 4TO
npu nepopanbHOM NpueMe MeToTpeKcaTa B BbICOKUX A03M-
pPOBKax He MPOWCXOAWUT MPOMOPLMOHANBHOIO MOBbIWEHMS
KOHLeHTpauuKn npenapata B KpoBu [25, 26], 4TO MOXET ObITb
CBS3aHO C 9QPEKTOM NEePBOro NPOXoKAEHUs (6Mo3TMMUHA-
UM n 6uotTpaHchopmaLms) Yepes nevYeHb UIn orpaHuyeH-
HbIM BCacCblBaHMEM B XeNyao4yHo-kuweyHom Tpakte (MKKT)
B CBA3WM C TeM, 4YTO 4aCTb METOTpeKcata YTUIuM3upyetcs
MUKPOGDIOPON KMLLEeYHUKa [27].

BaXHbIM acnektoM 3dPEeKTUBHOCTM METOTPEKcaTa Mnpwu
FOMA-accoumMmnpoBaHHbIX yBeuTax SBNSETCS €ro BO3MOXK-
HOE MPOTEKTUBHOE [ENCTBME B OTHOWEHUN Pa3BUTUS HOBbIX
cnyyaeB yBeuTa y peten ¢ HOMA [28]. B 0AHOLEHTPOBOM
nccnegoBaHum 6bl10 MOKal3aHo, YTO MOHOTepanus MeTo-
TPEKCATOM MOMKET OTCPOYUTb BO3HWKHOBEHUE yBEUTA, HO HE
CnocobHa MONMHOCTbIO OCTAaHOBUTL TAXenoe TevyeHue 3abo-
NneBaHus, YTO NOATBEPXKAAETCH 60nee KOPOTKUM BPEMEHEM
pemMuccum M HeobXoAMMOCTbIO [AOMOMHUTENIbHOW Tepanuu
66MIIMM B cBA3KM C MIOXMM KOHTPOJSIEM Haj BHYTPUINA3HbIM
BocnaneHunem [29]. Takke 6b1I0 MOKa3aHo, 4YTO YBEUT Yalle
pa3BMBaeTCa y NauMeHToB, nosydyaBlwnx Toabko HIBIT unn
BHYTpWCYCTaBHble BBeaeHus K, noatomy 4acTb aBTOPOB
paccMaTpuBaloT OTCYTCTBUE Tepanumn METOTPEKCATOM B Kade-
CTBE npeavKTopa BO3HMKHOBeHMS yBewnTa [30, 31]. Cnabon
YacTblo 3TWUX UCCNEeAOBaHUIM aBNseTcs TOT daKT, 4To yBeuT
Yallle BCTpeyaeTcs y nauMeHToB C OIMFOapTPUTOM, KOTOpble
pexe nony4atoT Tepanuio MEeTOTpeKcaToM, — B OTau4ue
OT MaLMEHTOB C MOAMAPTPUTOM, FAe YacToTa yBeuTa HUXKe,
a yacToTa NpMMeHeHua MeToTpeKkcarta Bbiwe [30, 31].

A3aTMONpUH — eLlle oauH npenapaTt u3 rpynnbl aHTK-
MeTabonutoB. [0 MexaHM3My AEeWUCTBUS OH SABSETCSH
KOHKYPEHTHbIM aHTaroHWCTOM TUMNOKcaHTuHa. lMpenapat
HapyLlwaeT CUHTE3 HYKIEUHOBbIX KUCNOT U KOHKYpUpYeT 3a
TMNOKCaHTUH-TyaHWH-pochopubosnnTpaHcdepasy. Azatmo-
MPWH Ha3HavyaeTca pexe, 4em metoTpeKkcat. OH MOXKET 6bITb
apbdEKTMBEH Yy aAeTen, oaHaKo obnagaeTr 60/iee BbICOKUM
PUCKOM pPa3BUTUA HexenaTenbHblX SIBAEHWA CO CTOPOHbI
HKT [32, 33]. AzaTnonpuH NoKasan cebs Kak crepounacoe-
peratowmin areHT B MOHOTEpanun yBeuToB, HO Ans LOCTU-
XeHnsa 3Hadynumoro addekta notpeboBanoCb HECKOSbKO
MecsaueB. A3aTUMOMNPUH OObIYHO MPUMEHSETCA B CYTOYHOWM
po3se 1-3 mr/Kr 1-2 pa3sa B aeHb [34].

MukodeHonata mopetnun (MM®P) — nMMyHOCYynpeccuB-
HbIV MpenapaT ¢ LMTOCTaTUY4ECKUM MEXaHM3MOM AENCTBUS.
OH HapywaeT CUHTE3 ryaHO3WHOBbIX HYKNEOTUAOB, WMHIMU-
6upys MHO3MHMOHOdOchaTaerngporeHasy. B HacTosuwee
BPEMSA HEACHO, B KaKOM ONTUManbHOW JO3e UCMNOob30BaThb
MM® B Tepanuu yBeutoB [35], 06bIYHO Tepanus Hayu-
HaeTcs ¢ pa3oBoM A03bl 600 Mr/M2, KoTopas MpuMeHs-
eTcsa 2 pasa B A€Hb, C MaKCMMalbHOW CYyTOYHOW [030K
2000 mr/cyt [13]. Ha cerogHslWHUM AEHb YUCNO MUCCeao-
BaHWM, MOCBSALLEHHbIX McNonb3oBaHnio MM® B Tepanuu
yBeutoB npu HOWA, orpaHuMyYeHHO, OAHaKO pPSa MUCTOYHM-
KOB MOKa3bliBaloT ero addeKTUBHOCTb NMPU KYyNMMpOBaHUM
BHYTPUINA3HOr0 BOCMaNEHUsl, a TaKXe AEeMOHCTPUpYoT
ctepounac6eperatolmii addpeKT [36—38]. BoamoxHo, MM®
MeHee 3QPEKTUBEH B OTHOLIEHMM CYCTaBHOrO BoOcnane-
Husa [38], Kpome Toro, npenapat obnagaeT BblpaxKEeHHbIMU
no6o4YHbIMK addeKTamMu B BUAE NOTEPU BONOC, IENKONeE-
HWUW, FTaCTPOMHTECTUHANbHbIX NposBAeHnn [39].
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PaHAOMW3MPOBaAHHbIX MYNBTULEHTPOBbLIX MNaLe60-KoH-
TponupyeMbix uccnegoBaHum adpdexktuBHocTM cBMIIM
B Tepanuu HWA-accouMMpPOBaHHbIX YBEUTOB He MPOBO-
AMNOCb, OJHAKO eCTb psj MccnefoBaHWin, B X04e KOTOPbIX
M3yvyanucb cpaBHUTENbHAs 3aPpPEKTUBHOCTb U cTeponache-
perawume adpPeKTbl NpenapaTtoB U3 rpynnbl aHTUMETa60-
NINTOB MPU HEMHDEKLUMOHHbIX yBenTax. OgHMM U3 Hanbonee
3HAYUMbIX B 3TOM ob6nactn aBnaetca uccnegosaHuve FAST
(First-line Antimetabolites as Steroid-sparing Treatment)
Uveitis Trial (KnuHnyeckoe wuccnegoBaHue aHTUMeTabo-
NUTOB MNEepBOW JIMHMKW KaK cTepouacbeperawouwen Tepa-
nuun yeBeuta). B xoge nccnegoBaHuns 6b1710 NOKa3aHO, YTO
cpeau 60MbHbIX 3aAHUM YBEWTOM WAW MaHyBEWTOM Nyu-
lwne nokasaTenn adpOeKTUBHOCTM BbiNM Cpean naumeHTosB,
nonyyaBlIMX Tepanuio MeToTpekcatoM (n = 58; 74,4%),
B CPaBHEHMM C TAKOBbIMW Y MaLMEHTOB, NOy4YaBLUIMX Tepa-
nuto MM® (n = 42; 55,3%; pa3Huua 19,1% [95% nosepu-
TenbHbIM MHTepBan (AN): 3,6—-30,6%]; oTHOWEHNE PUCKOB
(ow) = 2,35 [95% AN: 1,16-4,90]; p=0,02); Toraa Kak
cpeau nauueHToB ¢ napcnaaHnuToM 3QOEeKTUBHOCTb METO-
TpeKkcaTa 6bina Huxe (n = 6; 33,3%) no cpaBHeHuto ¢ MM
(n =14; 63,6%; pa3Huua —30,3% [95% ON: —51,6-1,1%];
Ol = 0,29 [95% AN: 0,08-1,05]; p = 0,07; P ansa B3anmo-
OEeNCTBUSA B CMeLLaHHON perpeccuoHHon mogenun = 0,004).
Takum o6pasom, MeToTpeKkcaT 6bl1 6onee addeKTUBEH
B KOHTpPOJie BHYTPWUINA3HOr0 BOCNajeHus, HO He Mnpw
BCEX /I0Kann3aumnsax yBenta nokasan UAEHTUYHY0 adpdek-
TMBHOCTb [40].

B xoge [OONOAHUTENbHOrO aHanm3a ObllI0 yCTaHOB-
/IEHO, 4YTO €eAMHCTBEHHbIM MPEAVKTOPOM HeLOCTaTOYHOWM
3pbEKTUBHOCTU U MeToTpeKcaTa, © MM®P 6bino Hanu-
yne BacCKy/IuTa ceTyaTKM (CKoppeKkTupoBaHHoe Ol = 8,6
[95% ON: 1,6-47]; p = 0,014) [41]. HEo6Xx0AMMO YYUTbI-
BaTb, 4TO UCCneAoBaHWe NPOBOAMIOCH Y B3POCbIX C HEWH-
GEKLMOHHbIMU YBEUTAMMU, CPEAM KOTOPbIX Hanbonee 4acto
BCTPeYanucb NaHyBeUT WM 3adHWUI YBEUT, B CBA3K C YEM
Henb3s 9KCTPanoNMpPoBaTb MOJyYEHHblE AaHHblE HA AeTewn
¢ HOWA-accounmpoBaHHbIMK yBeuTamu. [pyroe paHao-
MWU3MPOBAHHOE KIMHUYECKOE WCCefoBaHWe He BbISBU-
10 CTATUCTUYECKM 3HAYMMOM pasHuLbl B 3PPEKTUBHOCTH
MM® 1 meToTpeKcaTa Npu HEMHPEKLMOHHbIX yBeutax [42].
B cBA3K ¢ HEO4HO3HAYHbIMW pe3ynbTaTaMn UCCNefOoBaHUNM,
a TaKxXe OTCYTCTBMEM MCCNeAoBaHuWI C y4acTUeM neanatpu-
YEeCKMUX NauMeHToB posib U abdeKTMBHOCTL MM® npu neve-
Hun FKONA-accoummMpoBaHHbIX YBEMTOB B AETCKOM BO3pacTe
OCTaeTCs HEACHOW.

CynbdacanasnH — npoTMBOBOCMHANUTENbHbIM Npenapar,
NPUMEHSEMbIA MPU NI€YEHUN 3SHTE3UT-aCCOLMMPOBAHHOMO
apTpuTa y AeTen, aHKMI03UpyloLWero CrnoHAnAMTa y B3poc-
NIbIX, BOCManuTeNbHbIX 3a60/1€EBaHUN KULLIEYHWUKA U pexe —
peBMaTonaHOro apTpuTa y B3pocibix [43]. [Ana naumeHToB
C 9HTE3WT-acCOLMMPOBAHHbLIM apPTPUTOM XapaKTEPHO Hanu-
4yne ocTporo nepeaHero yseuta [44]. B HacToslllee Bpems
HEKOTOpble PYKOBOACTBA PEKOMEHAYIOT NPUMEHEHME Cynb-
dacanasvHa ana nedyeHusa HLA-B27-no3nTUBHOro OCTPOro
nepeaHero yseuta y B3pociblx [13], NOCKONbKY 6bl/10 NOKa-
3aHO CHWXKEHME 4acToTbl 060CTPEHUM OCTPOro nepegHero
yBeuTa [45, 46], BEPOATHO, 3a CYET CHMKEHUS NpoHuLae-
MOCTH remoodTanbmmyeckoro 6apbepa [46]. OgHaKo Heob6-
XOAMMO BHECTM MOMpaBKy, YTO 3TU UCCNELOBaHNS NPOBOAM-
JINCb y B3POC/bIX NauneHToB. EQMHCTBEHHOE nccnegoBaHue
adpdeKTUBHOCTH cynbdacanasdnHa B Tepanuun yBeuta y getemn
C XPOHWYECKMM apTPUTOM He MO3BOSISET OAHO3HAYHO rOBO-
puTb 06 3TOM NokaszaTtene [47].

LnknocrnopmH A — 3TO MMMYHOAENPECCaHT, BO3aen-
cTBylOWMM Ha T-numdouunTbl. MexaHn3am AencTBusa npena-
paTa cBsi3aH C nogasneHneM o06pa3oBaHMUS U BbICBOOOXK-

AeHUs TMMPOKMHOB 3a CYET MHITMOGUPOBAHUSA aKTUBHOCTH
KanbumHeBpuHa. K Hanbonee pacnpoCTpaHEHHbIM MO6OY-
HbIM 3pdeKTamM OTHOCATCH [OMCNENCUYECKUE SHABJIEHUS,
apTepuanbHas rMNepTeH3us, TMNepTpUMx03, MoparKeHue
neyeHn n noyek [2, 39]. OnncaHo BO3HUKHOBEHMWE LIMKIIO-
CMOPMH-accoUUMpoOBaHHON Hedponatum € QOKalbHbIM
MHTEpPCTUUMANbHBIM GUOPO3OM KU TyBynapHOW aTpoduen.
O6bl4Has gosa npenapata cocTtaBnaeT 2,5-5,0 mr/Kr/cyT,
pasgeneHHas Ha 2 npuema [48]. HecMoTps Ha To, 4TO 3TO
OIMH U3 HEeMHOrux npenapartoB, Ybs IPPEKTUBHOCTb MNpu
Tepanunm HeMHDEKLMOHHbIX YBEUTOB Oblla AOKa3aHa B paH-
OOMW3NPOBAHHOM [OBOWMHOM cnenomMm wuccnegoBaHuu [49],
MYNbTULEHTPOBOE PETPOCMNEKTUBHOE MUCCeAoBaHUE MOKa-
3a0, 4YTO UMKIOCMOPUH A MMeeT HEBbLICOKYID 3bdEKTUB-
HOCTb B KayecTBe moHoTepanuun FOUA-yBeunTa [50], ogHaKo
OH MOXeT OblTb MCMONb30BaH KaK AOMOSIHEHWE K MMMY-
HOCYMNPECCUMBHON Tepanuu MAnW B cly4asx HenepeHocumo-
CTW MeToTpeKcaTa. LinKknocnopuH A BO3MOMXHO MPUMEHSATb
B KayecTBe npenapaTa pe3epsBa Npu pedpakTepHOM yBeu-
Te, He OTBETMBLUEM Ha ApyrMe 6MONOrMYecKkne uM/mam CuH-
TetTnyeckne BMIM [13].

Takponumyc — Apyron npefcrasuTenb rpynnbl 6/10Ka-
TOPOB KanbuuHeBpUHaA. O6nagaer CXOXMM C LMKNOCHOPK-
HOM A MexaHM3MOM [fencTBus. B HacToswee Bpemsa HeT
KPYMHbIX MCCNEeAOBaHUM MPUMEHEHUS TaKkponumyca npwu
HOWA-accoummpoBaHHOM yBeuTe. B eAMHCTBEHHOM KOropTt-
HOM PETPOCMNEKTUBHOM uUccneaoBaHun (n = 62) 6e3 KoH-
TPONLHOM rpynnbl U ¢ Npeo6najaHNeM B3POC/bIX NauueH-
TOB C MAMOMATUYECKUM YBEWTOM Tepanus TaKponnMycoM
No3BOJIUNa CHU3UTb J03Y CUCTEMHBIX K 1 yny4ywmnTb OCcTpo-
Ty 3peHus [51]. MMobo4Hble 3P EKTbI CXOKM C LIMKIOCMNO-
puHom A. Pa3oBas npumeHsieMas Ao3a TaKponiumyca —
50-150 mKr/Kr 2 pa3a B aeHb [2].

TEPANWSA TPETLEWA CTYNEHU: BUOJIOTUYECKUE
BOJIE3BHb-MOAU®ULUPYIOLWUE NPENAPATHI,
UHITUBUTOPDbI TNF-«

Cnepytowmm atanom tepanun HOUA-accoUMMpPOBaHHbIX
yBEUTOB NMpn HeabdpekTneHocTM cbMIM aBnsetca npume-
HeHve 6BMIMM [3, 5, 8].

Buonornyeckne BMIIM — 370 OTHOCUTENBHO HOBbIN
Knacc npenapaToB 415 Ie4eHUs peBMaTU4eckux 3abone-
BaHWM, B TOM YWCAe BHYTPUINA3HOro BocnaneHus. MoHatue
«GMoNornyeckne» nogpasyMeBaeT CIOKHOE MONEKYNSpHOe
CTPOEHMEe, Koraa MONeKyNbl NMGO MONYYEHbl U3 KMUBbIX
OpraHM3amoB, NM60 co3daHbl NPW MOMOLM TEXHONOTUKU
C yyacTmem pekombuHaHTHoM [AHK [52], 4To npuBeno
K MOSIBIEHUIO TEPMWHA «T€HHO-UHXEHePHble Guonoruye-
ckue npenapatbl» (TUBIM). MUweHblo Ana aTUX NpenapaTos
ABNAAOTCA mMeanaTopbl BocnaneHusa [33]. M3BecTHO, 4To
YPOBHM NPOBOCNANUTENbHbIX LUTOKMHOB, CEKPETUPYIOLLMX-
CS MMMYHHbIMW KJ€TKaMW, MOBbIWEHbl Kak B nnasme,
Tak M B BOASHWCTOM Bnare rnasa nauuMeHTOB C yBeuTa-
Mun [53, 54], a aKcnepuMeHTanbHass MoaeNb yBEUTOB Ha
Mblllax noaresepxaaet ponb TNF-a BO BHyTpUrinasHom
BocnaneHun [55, 56]. NpenapaTtbl, NPUMEHAEMbIE B Tepa-
nun KOMA-accoumMnMpoBaHHbIX YBEUTOB, BKtOYalOT B cebs
aHTuTena, 6nokupyowme TNF-a, IL-1, aHTMTena npoTus
B-numbountoB, aHTUTENA, BNOKUPYIOLLME KOCTUMYIALMIO
T-numdoumTtoB. 3a npouweguee Bpems 6bl/I0 BbIMOJHEHO
MHOXeCTBO uccnegoBaHun adpdexktuBHoctn TUBI npwu
Jle4eHUn peBMaTUYeCKUx 3aboneBaHWn, B TOM 4uCIe
cycTtaBHoOro cuHgpoma npu HOUA [57]. 3K e npenapatbl
MCNOMIb3YIOTCA M NPU IeYeHnn yBenTa. B HacToswee Bpems
ONs nevYyeHns yBeuToB, accoumnmpoBaHHblx ¢ FOUA, nmetotesa
cneaytouwme npenapatbl, 3aperMcTpMpoBaHHble Ha Teppu-
Topmn Poccuinckon depepaumm:



°*  UHPAMKCUMaAb*;
°* aganumymab;
°*  roMMymMab**;
e TOUMNM3YyMab**;
e abarauent**;
®  pUTYKCMMaG*.

MNepea vHnuymaumen 66MIM HeobxoaMMo B ob6sa3aTesb-
HOM MopsiiKe MPOBECTU CKPUHUHI Ha CKPbITbie MHPEKLMH,
B TOM 4yucne Ty6epKynes u renatur, € Lenbio n3bexatb BO3-
MOHbIX OCMIOXHEHUW KM 060CTPEHMS 3ab0NeBaHni B Xxoae
Tepanuu [5, 6, 13].

NHrnéutopbl TNF-a — ato M'MBI1, cnocobHble npepbiBaTb
CUTHaNbHYIO LENoYKy, onocpenoBaHHytdo TNF-a, KOTOpbIN
OTHOCMUTCSI K NMPOBOCMNAUTENbHBIM LIMTOKMHAM, CUHTE3WPY-
owuMes MoHoumMtaMn U Makpodaramu. TNF-a okasbiBaeT
B/MSHMUE Ha NUMUAHbIA 0O6MEH, Koarynsaumioo, GyHKLUMOHUPO-
BaHWe JHOOTENUS, a TaKXKe CTUMYNUMpYeT npoaykuuio IL-1,
IL-6, IL-8, akTnBMpyeT nenkouuTbl [58].

NHrnéutopbl TNF-aa — Hambonee 4acto NpUMEHSEMblE
MBI npu neyeHun yBeuTOB, accoUMMpoBaHHbIX ¢ HOUA.
B HacToAllee BpeMsi OHW NpeAcTaBieHbl creaylowumMmm
npenapatamu:

1) MOHOKIOHanbHble aHTUTena K TNF-a — aganumymab,

MHPANKCMMab, ronnmymab, LuepTtonmaymaba naros;

2) pactBopuMbln peuenTtop K TNF-a — aTaHepuenT.

Mo60o4Hble addeKTbl MHrM6UTOPOoB TNF-a BKItOYAIOT B ce64
roNOBHble 6ONM, JSIOKa/lbHblE pPeakLMM B MECTe MHLEKLMM,
CbiMK, @aHEMWM, MOBblLIEHWE TpaHCaMWHa3, 4acTble OCTpble
pecnupaTopHble UHOEKLMKU, CUHYCUTBI, BOAN B XKMBOTE, AMUC-
nencuyeckne ssneHus [58]. MpUMEHEHUE MOHOK/IOHasb-
HbIX aHTUTEN MOXET MPUBOAWTL K peakTUBaLMKU NaTeHTHOro
Ty6epKynesa, PasBUTUIO TAXKENbIX BaKTepuanbHbIX MHDEKL M.
MNosiBneHne HOBOOGPA30BaHMUM TaKKe Bbl3blBAa€T HEKOTOPOE
6€eCNOKONCTBO, OHAKO KPYrHblE UCCNeaoBaHnsa He NOKa3blBa-
0T YBE/IMYEHMS YaCTOTbl OHKONOrMYECKMX 6oNe3HeN B rpynnax,
nonyyatownx MHrM6mTopbl TNF-a [58]. YacTb naumMeHToB MoryT
pa3BWUTb NEKAPCTBEHHO-UHAYLIMPOBAHHYIO CUCTEMHYIO Kpac-
Hyl0 BONYaHKy. TakKe cnefyet usberatb NPUMEHEHUS UHTUOK-
TopoB TNF-a npu gemumennHmnaunpytolmx 3abonesaHusx [58].

JTaHepuenT — 3T0 AUMEPHbIV NMPOTEUH, ABASIOLMIACS pac-
TBOPUMbIM peLentopoM K TNF-a. MexaHn3M AencTBus aTaHep-
LienTa 3aKitoyaeTcs B cBa3biBaHUM cBo6oaHoro TNF. B HacTo-
dulee BpeMs 3TaHepLEenT He PEKOMEHLOBaH K MPUMEHEHMIO
npu FOMA-accoumnMpoBaHHOM yBEUTE B CBA3KM C OTCYTCTBUEM
[IoOKa3aHHOM 3PGDEKTUBHOCTU, @ TaKKe Ciay4yasiMu BOSHWMKHO-
BEHUS yBeuTa de novo Ha PoHe ero npumeHeHus [59, 60].
B aBorHOM cnenom nnaueb0o-KOHTPONMpyeMOM nccneaoBaHmnm
6bl1710 NOKa3aHo, 4To 3IPDEKT 3HAYMMO He OTIMYaeTcs oT nna-
ue6o [61]. 3ddeKTMBHOCTb U POb 3TaHepLenTa B Tepanuu
YBEWUTOB OCTAETCH He [0 KOHLa ficHon [62, 63]. HecmoTpsa Ha
cny4yan pas3BuTUS yBewTa de novo, psaoM OAHOLEHTPOBBLIX
nccnefoBaHUM noKasaH BO3MOXKHbIM NMPOPUNaKTUPYIOLLMI
adPEKT aTaHepLenTa B OTHOLIEHMM pa3BuUTUSA yBeuTa [60].

AganuMmymab — 3TO YelloBEYECKOE MOHOKJIOHa/IbHoe
aHTUTENO, €ANHCTBEHHbLIN Npenapar u3 rpynnbl, NOAyYUBLIKI
0f06peHne YrpaBieHus no caHMTapHOMy Haa30py 3a Kade-
CTBOM NMULLEBBIX NpoayKToB 1 meankameHTos CLUA (Food and
Drug Administration; FDA) ana ne4yeHns HeMHOEKLMOHHOIo
yBeuta [64]. MexaH13M aenctems aganuMmymada onocpeao-
BaH HECKO/IbKUMMW MEXaHU3MaMMu:

1) cBa3biBaHne TNF-a n 610KMpoBaHME ero B3aumoaen-

CTBMS C pPeLLENnTOPOM;

2) KOMMJIEMEHT-0NOCPEAOBAHHbIN JIM3UC KIETOK, C KOTOPbI-

Mu cBs3aH TNF-a [65].

B HacTosiliee Bpems noKasaHa 3ddEKTUBHOCTb afanu-
Mymaba KaK B cOCTaBe MOHOTEpanuu, Tak U1 B KOMOWHaLMK
¢ cbMI1MM [66—-68], 4To 6b1/10 NPOAEMOHCTPMPOBAHO B CEPUM
PaHAOMU3NPOBAHHbBIX KIMHUYECKMUX MCCNedoBaHUN, ABa M3
KOTopbIX 6binK nocBsleHbl KOMA-accoumnnpoBaHHbIX yBEUTaM
[66, 69, 70], a apyrue BKAOYaAM B3pOCbIX C HEMHDEKLMOH-
HbIMW yBeuTaMu [71]. bblio NpoBeaeHO ABa MeTaaHanu3a,
OAMH N3 KOTOPbIX oLeHnBan aPpPeKTMBHOCTb aJanMmymaba
npu tONA-accoummpoBaHHbIX yBeuTax [63], a apyron — npw
HeMHDEKLMOHHBIX yBenTax [72]. B HacToslee Bpema nme-
eTCcsa cepbe3Has JoKa3aTeslbHaa 6a3a apPeKTMBHOCTU ada-
nnMmMmymaba npu HeMHOEKLUMOHHbIX, B ToM yucne KOMA-acco-
LIMMPOBaHHbIX, yBenTax. Pag uccnegoBaHuim 4EMOHCTPUPYIOT
Bblpa*KEHHbIN cTeponacbeperanwmnin adpdeKkT aganumymaba
[67, 73, 74], a TaKKe ynydlleHne KavyecTBa KMU3HU, CBA3aH-
HOro co 3putenbHbiMKM GYHKUMAMK [75]. Bbino nokasaHo,
4TO aganMMymab He TONIbKO NOMOraeT YCTaHOBWUTb KOHTPO/b
Haj BOCMaseHMeMm, HO U B AONTOCPOYHONM NEPCNEKTUBE CMo-
cOo6eH ero yaepKmBaTb, CHWXKas 4acToTy PeLnanBoB yBeuTa
[71, 76, 77], xoTa psig UccneaoBaHUM 3TOM CMOCOBGHOCTH
He o6Hapyxunu [60, 78]. CTOMT OTMETUTb, YTO HaWYYLIWUH
addeKT aganumymad AEMOHCTPUPYET, Koraa HasHadaeTtcs
6MOHaMBHbLIM MaLMeHTam, TO eCTb B KayecTBe npenapaTta
nepson nuHum cpean MBI, Ecnn nauneHT o 3TOro yxe
nony4an Kakomn-nmb6o apyron nHruéutop TNF-o, apdekTus-
HOCTb agannmymaba MeHee BbicoKa [72, 78, 79].

TakKe HesicCHa po/b MPOTUBONEKAPCTBEHHbIX aHTUTEN
K aganumymaby. Pag uccnegoBaHWM MOKa3biBalOT, YTO WX
HannymMe MOXeT OblTb CBSi3aHO C 6o0Jiee YacTbiIMU peLu-
avBaMun 3aboneBaHUs M 60siee BbICOKMMWU MoKasaTensimu
aKTMBHOCTM MO BW3yanbHOM aHanoroson wWwkane [80, 81],
OAHaAKO Apyrue uccnepoBaTenM He CMOIMM NOATBEPAWUTb
3Ty runotesy [67]. Pag wuccnegoBaHWi AEMOHCTPUPYIOT,
4YTO MCNoNib30BaHWe Hebuonornyeckux BMIIM, B YacTHO-
CTW MeToTpeKcaTa, JONOSHMTENbHO K ajannMymaby MOXKeT
yMeHbllaTb BblpabGOTKY MNPOTUMBONEKAPCTBEHHbLIX aHTUTEN
K Hemy [81, 82], oaHaKO He BCce aBTOPbl CMOMM 3TO MoAa-
TBepanTb [80]. CornacHoO AENCTBYIOWMM pPEeKoMeHAauumsamMm,
ajanMmymab npumeHsieTcd B Ao3e 24 Mr/mM2, HO valle
20 Mr nOAKOXHO Kaxable 2 Hen npu macce Tena < 30 Kr
1 40 Mr NOAKOXHO Kaxable 2 Hed npu Macce Tena = 30 Kr
[13, 83]. Bo3MOXHO npumeHeHne aganMumymaba B Tepanuu
YBEUTOB B MHTEHCUMBHOM pexmnme — 1 pas B Hefento, 4to
TaKXXe He NPOTUBOPEYUT AENCTBYIOWMM pekomeHaaumam [3].
UccnegoBaHms noaTBep)KaatoT 6€30NacHOCTb U 3QDEKTUB-
HOCTb B TaKOM PEXMME — aHaNOrM4yHO CTaHAAPTHOMY PEXM-
My MPUMEHEHUN Kaxable 2 Heq [84].

Mpodunb 6e3onacHOCTM agannumymaba nogpo6Ho nccne-
[OBasiCA C MOMEHTa ero nosiBjeHuWs M Havyana MaccoBOro
MCNOSIb30BaHMSA MPU MMMYHOBOCMANUTENbHbIX 3a60/1IeBaHM-
ax. B HacTosee BpeMs BCE UCTOYHUKM CXOAATCH BO MHEHWUH,
4yTO aganuMymab obnagaeT xopowunm npoduiem 6es3onacHo-
CTWU. Ina Hero xapaKTepHbl B OCHOBHOM HeTsXefble No60Y-
Hble addeKTbI, 0O6bIYHO OKAIbHOIO XapaKTepa B BUAeE NoKa-
NbiIBaHUs, 60/IM B MECTE MHBEKLMU, U HETSKENbIE MHOEKLIMK,
yalle Bcero He Tpebywline aHTMBaKTepuanbHOM Tepanuu
[63, 72, 74], 0oAgHAKO B OAHOM PaHAOMMU3UPOBAHHOM KOHTPO-
NMpyeMOM MUccneaoBaHMM OblI0 MOKa3aHo, YTO MOBOYHbIE
addeKTbl Yallle BCTpevaloTcs B rpynne nauueHToB, nony-
yaBWwen aganumymab, 4yem B rpynne nnaue6o [70]. OauH
MeTaaHann3 yKasblBaeT Ha BO3MOXHOCTb Pa3BUTUSA 3/10Ka-
4YeCTBEHHbIX HOBOOGPA30BaHWM Yy MNaLMEHTOB, MOayYatoLWwmx
ajanumymab [63], xoTa B HacTosllee BpeMs AOCTaTO4YHbIX
NOATBEPXKAAIOWMX AAaHHBIX HE MOyYEHO.

*  TlpuMeHeHWe BHe MHCTPYKLMKM K npenaparty (off-label) no nokazaHuio FOWA B feTcKom Bo3pacTe.
** PaspeuweH y geten ¢ FOUA, OMA-accounmnpoBaHHbIN YBEUT KaK OTAENbHOE NOKa3aHWe B MHCTPYKLMK HE OroBapuBaeTCs.
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OcTaeTcst HesiCHbIM BOMPOC O B3avMOCBS3M aganMmMmyma-
6a C PUCKOM Pas3BUTUSA AEMUENUHUIUPYIOLLMX 3a60NEeBaHNUN.
Pap nccneposatenen pekomeHaytoT MPT-CKPUHWHT C LieNblo
BbISIBNIEHUSI @aHOManu MUENMHU3aLMK A0 Havana Tepanuu
aganMmymabom B CBSI3M C TEM, YTO Tepanus agaaMuMmymabom
MOXET 6blTb acCcoLMMpoBaHa C PUCKOM Pa3BUTUS AeMUenu-
HM3aLMK, XOTS B UX BbIGOPKE Cly4aeB pa3BUTUS JEMUENNHN-
3upylolmx 3a6osieBaHUi BbIIBIEHO He 6bino [67]. B agpyrom
uccneaoBaHMm Ha GOHe MHTEHCUBHOM Tepanuun aganMMmyma-
60M 6bIN BbISIBAEH OJMH C/lyYal pacCesiHHOro ckieposa [85].
B MynbTULEHTPOBOM MCCNeaoBaHMM OblI0 MOKa3aHo, 4TO
YyacToTa BCTPEYaemMoCTU AEeMUENUHUIUPYIOWNX 3abonesa-
HWUM NpuU Tepanuu agannMmMymabom Obiia Bblle OMMCaHHOM
paHee, o4HaKo COOTBETCTBOBAa 06l enonynaunMoHHom [71].

Pan vccnegoBaHWi ObliM NOCBSILLEHBI 3KOHOMMYECKOM
OLIEHKEe NpUMeHeHWa aganMMmyMaba. Tepanusa aganumymabom
ABnseTca 6o5ee BbIrOAHOM C TOYKU 3pEHNS papMaKO3IKOHO-
MUKW MO CpPaBHEHWIO C MHDAMKCMMaboM B CBSA3M C 6onee
ObICTPbIM [JOCTUXKEHMEM OTBeTa, 60/iee XOPOLIUM YPOBHEM
KOHTPONS Haj 3a60/eBaHNEM, MOBbILEHNEM KayecTBa W3-
HK [82]. OgHaKO 13-3a BbICOKOW CTOMMOCTU BEPOSTHOCTb TOrO,
4YTO NleyeHne aganMmymabom 6yaeT 9KOHOMMYECKM OrpaB-
OaHHbIM, cocTaBnseT meHee 1%, 4To TpebyeT MO0 CHUKEHUS
LleHbl Npenaparta, M60 nosBaeHus Guocumnnapos [86].

MHDAMKCMMab — 3TO XMMEPHOEe MOHOKJ/IOHAIbHOE aHTuh-
TeNo, MHrMbMpytolLlee Kak LUMPKYIUPYIOWKUI, Tak U CBO6OA-
Hbin TNF-a [87]. B HacTosilee BpemMsi UMEETCS A0BOJIbHO
6onblwas goKazaTenbHasa 6a3a 3PpPEeKTUBHOCTU MHOIMK-
cumaba B Tepanun HOWMA-accouMMpOBaHHbIX YBEWUTOB.
MHorne wuccnegoBaHWs MOKa3biBaloT, YTO MHPAMKCUMaAO
ob6nagaeT cpaBHUMOM 3PPEKTUBHOCTbIO C ajanMmyMabom.
B peTpocneKkTtMBHOM uccnegoBaHuMm 6bI10 MPOAEMOHCTPU-
pOBaHoO, YTO MHPANKCUMAO 1 aganMmymab CHUXKanM 4acTtoTy
060CTPEHNN yBeUTa 6€3 3HAYUTENbHbIX Pa3nYnin MeXay
rpynnamu [77]. Pag apyrux uccnefoBaHWin noKasanu aHa-
NormMyHble pesynsraTthbl [88] n npoaemMoHCcTpupoBanu addek-
TUBHOCTb MHPIMKCMMaba Mpu NeYeHnn yBEUTOB — KaK MAMO-
natumyeckux, Tak u KOMA-accoummnpoBaHHbix [59, 89, 90].
[Mo3)Ke 3TW AaHHble OblNM MOATBEPXKAEHbI CUCTEMaTUye-
CKMMKW 0630paMun U meTaaHanmndamu [91-93]. B meTaaHa-
nm3e [63] geMoHcTpupyeTcs 6onee HU3Kasg CrnocOBHOCTb
MHOANKCMMaba yaepKMBaTb KOHTPONb Haj BHYTPUIIA3HbIM
BocnaneHnem. Heo6xoanMMo y4mTbiBaTb, YTO MHOINMKCUMAO
MOXeT 6bITb MeHee 3pDEKTUBHBLIM B Cllydae, Korga oH npu-
MeHsleTca nocne apyrux mHruébutopos TNF-a [94], ogHaKo
MHTEepnpeTauuna MOXKET OblTb 3aTpyaHEHA B CBA3U C KpanHe
MafleHbKOW BbIOOPKOW.

MHbnmKkenmab, Kak n apyrne nHrnoutopsl TNF-a, npoae-
MOHCTPMPOBan BblpaxeHHbIM cTeponacoeperatowmin abdexT
[94, 95], cpaBHMMbIN ¢ addeKTOM aganumymaba [93], 4yTo
NO3BONSET YMEHbLLUNUTb PUCKU U3BECTHbIX MOBOYHbIX 3DdEK-
ToB Tepanuu K. OgHako He Bce WcCnefoBaHUs CMOMU
B pPaBHOW CTeneHu JoKa3aTb 3TOT adpdeKT [96].

Heo6xoanMMoO OTMETUTb, YTO pel3ynbTaTbl psga paboT He
CTO/lb ONTUMMUCTUYHbBI: BEPOSTHOCTb JOCTUMKEHUS PEMUCCHUU
Ha MHOIMKCUMabe 3HaYMTENbHO HUXKE, YEM Ha agannumMyma-
6e [97], a TakKe MHDNMKMCMAO XyxKe yAepKNBAET KOHTPOSIb
Haj BHYTPWUIMA3HbIM BOCMaNEHUEM, HeXenu agannmymad
[97-99]. WccnepoBatenu npeanonaratT, YTO MeHbluas
3PDEKTUBHOCTb MHPAUKCMMaba MOXKET 06bACHATLCA Hau-
ynem NPOTUBONEKAPCTBEHHbIX aHTuTen [95]. UHNMKCumab
XapaKTepu3oBascid MeHblMM MnoKasatenem drug retention
rate B cpaBHeHWW c aganumymadom [91]. Drug retention
rate — 370 ypoBEHb yaeprKaHUs npenaparta uan NPoAOIKH-
TEeNbHOCTU Tepanuu npenapaTom, To eCTb NoKkasaTesnb, 0Tpa-
JKalWMN, KaK AO0ATr0 MauMeHTbl NpoAosiKaloT MpUHUMATb
npenapar B KNMHUYECKOW NpaKTUKe.

CornacHo KAMHWYECKMM peKoMeHaauusam, UHOAUKCU-
Mab npumeHsietca B go3e 3—-10 mr/Kr Ha O, 2, 6-# Heq,
a panee 1 pas Kaxable 8 Hep [6]. CXOXUIM pexxnum BBeAeHUS
npeanaraeTca U B 3apybexHbix pykoBoacTtBax [3, 11, 13].
CornacHo MHeHWIO psiqa wvccnegoBaTenen, 310 9BNSETCS
npeMmyLLecTBOM UHGANKCMMaba Haj aganvMmymabom, Tak
KaK npeanaraet 6osiee rubKne CXxembl N€4EHUS Mo KpaTHOCTH
1 BBOAMMOM Ao3npoBKe [94]. B Tepanum yBeuToB UHOANKCK-
Mab peKoMeHAyeTCs UCMONb30BaTb BHE MHCTPYKLMK K npe-
napaty B pexume nosunpoBaHnsg 6-—10 Mr/Kr Ha Hegensix
0-2-4 n ganee Kaxable 4 Hep [3]. MHONMKCeMMab xapaKTe-
pu3yeTcs Xopownm npodunem 6e30nacHOCTU, CPaBHUMbIM
C TaKoBbIM y aflanMmyMaba [97], ogHaKo YacTb UccnegoBa-
Tenen oTMevaloT, 4To Tepanus UHGINMKCMMaboM conpsiKeHa
c 605iee BbICOKOM YacToToM Nob6o4Hbix addeKkToB [98], xoTs
MaTteMaTU4yeCcKne Moaenn co cinyvyamHbiMu addeKTamMn He
noKasblBaloT NoAao6HbIX pe3ynbratoB [93]. And UHOANKCK-
Maba B OCHOBHOM 6bl/I XapaKTepHbl HETSXKeNble MOB60YHbIE
addeKTbl, a TaKKe MHPY3UOHHbIE peaKkumu [90, 92, 96].

Opyrum npenapaTtoM u3 Knacca WMHrMéutopoB TNF-a
SBASETCA roaMmymab — MONHOCTbIO YEeNoBEYECKOE MOHO-
K/IOHanbHoe aHTuTeno. Cepus wuccnegoBaHWn MNPOAEMOH-
cTpupoBana Ccrnocob6HOCTb roaMmymaba HafeHo noja-
BNATb BHYTPUINa3HOe BoOcCManeHue npu HeUHPEKLIMOHHbIX
yBeutax [100, 101]. OH MOXKeT 6biTb 3DDEKTUBEH NpwU
pedpaKTepHbIX yBeuWTax, He OTBeYallMX Ha aganumy-
Mab6 [102-104]. Tonumymab 6bi1 3GPEKTUBEH Yy NaLUEH-
TOB C MOTEPEN YYBCTBUTENbHOCTU K ajanumymaby, HO He
Yy NaLUMEHTOB C NEPBUYHON HEIPDEKTUBHOCTbIO MHIMOUTO-
poB TNF-a [104]; noKa3an CnNoCOBHOCTb KOHTPONMPOBAaTb
yBeuT npu 6onesHn bexyeta y B3pocabix nauneHtoB [105]
1 HLA-B27-no3ntnBHbIX yBenTax [106], 4To noaTBEpKAAETCH
OaHHbIMW MeTaaHanu3a U cuctemaTmyeckoro o63opa [63].
MpenapaT NpPoAeMOHCTPMPOBaN TaKkKe cTepouacteperato-
wmn addekT [104, 105, 107]. Tonnmymab obnagaeT Xopo-
Ww1m npodunem 6e30MacHOCTU, CONOCTaBMMbIM C APYrMMHU
nHrnomtopamun TNF-a [107], ogHaKo B nuTepaType onucaHbl
eMHNYHble N060YHble 3PODEKTbI B BMAE reHepanM3oBaH-
HOWM repnecBUpycHOM MHOEKLMK U OAUH Cly4an NepBUYHOM
BUTpPEOpEeTUHaNbHON nmdoMbl [105]. CTaHAAPTHbLIN PEXUM
[03MpoBaHna ronMmymaba — 50 Mr MOAKOMXKHO Kaable
4 nep ona nauueHTos ¢ Maccon Tena = 40 Kr, 30 Mr/m2 —
¢ maccown < 40 Kr [6, 13].

TEPANWSA YETBEPTOM CTYNEHU: APYITUE
BUOJIOTMYECKUE BOJIE3BHb-MOAU®ULIUPYIOLLUE
NMPOTUBOPEBMATUYECKHUE NPEMNAPATbHI

B Tepanvv yBeMTOB MOTYT NPUMEHATLCS U Apyrue Knacchbl
6BEMIII1, Takne KaK 6710KaTopbl KOCTUMYASLUK T-ntuMboLMTOB
(abaTauenT), peKoMbUHaHTHOE aHTUTeNo K peuentopy IL-6
(Tounnnadymab), XuMepHoe aHTUTENO NPoTUB aHTUreHa CD20
B-numdountoB (pUTyKCMMab), a TaKKe HOBEWLMK Khacc
BMIIM — WMHrMOUTOPbI SHYC-KMHA3 (6apuUUUTUHMG, Todauu-
TUHWG, ynagaumuTUHKO).

Ab6aTauenTt — 3TO PacTBOPUMbIV BENOK, CBA3bIBAKOLNK-
cs ¢ aHTureHom CD80/CD86 Ha meMbpaHe aHTUreHMNpPe3eH-
TUPYIOLLMX KNETOK, MHIMOMPYIOLWMIA 3TOT KOCTUMYIUPYIOLLMIA
nyTb U TeM caMbiM OGNIOKUPYIOLWMIK aKTuBauUMo T-KIETOK.
HekoTopble nccnegoBaHms nokasbliBann ero abPeKTMBHOCTb
npu nevyeHmn pedpaxrepHoix KONA-accoLMMpPOBaAHHbIX YBEK-
ToB [108, 109]. C noMolLblo 3TOro npenapaTta MoXHO 6b110
YCTaHOBUTb XOPOLWWIA KOHTPO/Ib Haj BHYTPUIIa3HbIM BOC-
naneHueMm, CHM3MB YacTtoTy o6ocTpeHmnm [108]. Heob6xoanumo
OTMETUTb, YTO abaTtauent 6bi1 3IGPEKTUBHBIM HE3ABUCUMO
OT TOro, NMPUMEHSANCS NI OH KaK npenapaT NepBow JWHWK
Tepanuu Unu B KavecTBe «Tepanuun otyaaHus» [110]. Jpyrne
uccneaoBaTeniM He HacTONbKO OMNTUMMUCTWMYHBL. Pag pa6ot



NoA4YepPKUBAOT HEBO3MOMXKHOCTb AOCTUYb AUTENBHON PEMUC-
CWM ¥ NOSHOLEHHOIO KOHTPONA HaA BHYTPMUINa3HbIM BOcna-
nieHneM Ha doHe npumeHeHuns abatauenta [110, 111]. Mpwu
CpaBHEHWU C TouMIn3ymMabom abaTauenTt NoKasan MEHbLLYIO
3PGDEKTUBHOCTb B OTHOLUEHMU XPOHWYECKUX YBEUTOB AET-
CKoro Bo3pacta [112]. BonblMHCTBO MccnegoBaHWn 60
BOBCe He 0GHapyKunu y abatauenTa ctepomacbeperatoLlero
addeKTa, MM60 3TOT 3dhheKT 6bI1 cnabee, YeM y OPYrux
6uonormyeckmx MM [110-112]. A6atauenT y AeTen npwm-
MeHsieTcs B o3e 10 mr/Kr B/B no cxeme 0—2—4 Hef, 3aTeM
Kaxable 4 Hep [6, 13].

Opyrum npeactasutenem 6BMIM aBnseTca Touunu-
3yMab — peKoOMOWHaHTHOe aHTUTeno npotme IL-6, KoTo-
poe MHrMbupyeT akTuBauuilo T-KNETOK, CeKpeuuto UMMmy-
HOrno6ynMHOB M aHrmoreHes [113]. B HacTosiwee Bpems
ony6/MKOBaHO [OBOJIbHO MHOMO MUccnegoBaHun addeK-
TUBHOCTM ToLMAM3yMaba y NauMeHTOB C pedpaKTepHbIMM
FOMA-accounMmMpoBaHHbIMKU YBEUTAMU U C BaCKy/UTOM CET-
yaTku. B psge nccnegoBaHWi MoKasaHo, 4YTo ToumMaM3ymab
6bln 4OCTATOYHO IPDEKTUBEH MNpU JiedeHnn pedpaKTepPHbIX
YBEUTOB M XapaKTepu3oBasics YNyylWeHWeM 3pUTENbHbIX
GyHKumMM [114-116]. CoobuiaeTcs, YTO Tepanus TOLMAN3Y-
MaboM Mo3BofIAfa AOCTUYb KOHTPOAS HaA BHYTPWUINa3HbIM
BOCnaneHem B TedeHue 2—4 Hepn [117]. MynbTULIEHTPOBOE
pPETPOCMNEKTUBHOE UCCNefoBaHne, BKIYMBLLEE 25 YyenoBek
(47 nopaKeHHbIX rnas), NPoAEeMOHCTPUPOBano apPeKTUB-
HOCTb TouMAM3ymaba B BUAE YCTAHOBMEHUS KOHTPONS Hag
YBEUTOM, YNy4LEHWUS OCTPOTbI 3PEHUS, Pa3pELLEHNS KNCTO3-
HOro MakynsipHoro oTteka [118]. MiccnegoBaHusa nNogvyepKu-
BaloT CMNOCOBHOCTb ToUMAM3ymaba KynupoBaTb KWUCTO3HbIN
MaKynspHbii otek [114, 115, 119], 4To nNoKa3blBaeT BaXK-
HOCTb 3TOro Mpenapara y rpynmnbl NauuMeHTOB C OCMOMKHEH-
HbIM Te4YeHneM yBeuTa. Heobxoanmo OTMETUTb BblpaxKEHHbIN
cTteponacbeperarowmnin adpdeKT Tounmnnsymaba, No3BoNsto-
WM CHU3WUTb YaCTOTy BCTPEYAEMOCTU U3BECTHbLIX NOBOYHbIX
addekToB Tepanun MK [110, 112, 119]. OgHako cpeaun
uccnegoBartenen HeT 0AHO3HA4YHOro MHEHWSI O TOM, KaKou
nyTb MPUMEHEHUs ABNSEeTCs onTUmanbHbiM. OgHW uccne-
LOBaTeNIbCKMEe TPynMbl YTBEPMKAAIOT, YTO NMPU CMEHE PEXKMU-
Ma BBeAeHUs TouunmMaymaba C BHYTPUBEHHbIX MHDY3UIK Ha
NOAKOXHbIE MHBEKLMUM MpenapaT coxpaHseT cBOol 3dpdek-
TUBHOCTb B KyNMPOBaHWW KUCTO3HOrO MaKynsipHOro OTeKa,
yNyYWEHUN OCTPOTLI 3PEHMS, @ TaKKe B NOAAEPKAHUN KOH-
TPOAa Haj BHyTpUIIa3HbiM BocnaneHnem [114], apyrue xe,
Hao60opOT, CYMUTAIOT, YTO, HECMOTPS Ha BCE MPEUMYLLECTBA,
npegnaraemble MHbEKLMOHHON GOPMOK, OHa meHee addeK-
TUBHA M MOXET BbITb CBA3aHa C 0O60CTPEHUAMM KaK yBeUTa,
Tak 1 aptputa [120].

BaxkHOM 0COGEHHOCTbIO TouMIM3ymaba SBNSETCH €ero
CNOCOBGHOCTb KOHTPOIMPOBATb BACKYIUT CETYaTKU. Tounnm-
3yMab ob6nagan cpaBHUMOW C MHPAUMKCMMaABboM apdeKTUB-
HOCTbIO ¥ MO3BONSAN KYNMPOBaTh BOCNaNUTENbHbIN Npouecc,
YTO BbIpaanocb B YNyylWEHUN pe3ynbTaTtoB GiyopecLeHT-
HOWM aHrmorpadum cetyatku [121].

OaHaKo He BCe MUccneaoBaHMA MOKa3blBalOT XOPOLUYHO
3ddEKTUBHOCTb TOUMNM3ymaba. Pag nybnvkauum LEMOH-
CTPMPYIOT AOBOSIbHO CMOPHbIE pe3ynbraThl. [lBa peTpocnex-
TUBHbIX UCCTIEAOBaHUA NOKa3bIBatoT, YTO TO/IbKO Manas 4ons
nauueHToB, NoayYaBLlWMX TOLUMAM3YyMab, AOCTUINIA HEeaKTUB-
HOro cocTtosiHMs 6one3Hn [113]. Cpeaun Tex, KTo AOCTUT HEaK-
TUBHOro 3aboneBaHusl, onucaHbl cnydyau peumavsa [122].
B MynbTMLEHTPOBOM HeEpPaHLOMW3UPOBAHHOM WCCNeno-
BaHun APTITUDE [123], uenbto KOTOPOro 6bl10 U3y4yeHUe
3dDEKTUBHOCTM ToUMNIM3YMaba y NaLMeHTOB C pedpaKTep-
HbiMK HOMA-yBenTamMu, He OTBETUBLUMMM Ha Tepanuio aga-
nnMMymabom, 6b110 MOoKal3aHo, Y4To K 12-i Hea Ha nedvyeHune
TouMnM3ymabom oTBETUAN 7 YenoBeK (34%, p = 0,11), ogHa-

KO B CBfI3M C HEAOCTMXKEHMEM MpPeABapUTENIbHO 3a4aHHOro
KpuTtepus adpdektnBHocTn dpasa Il nccnegosaHmns He npo-
Boaunacb. Mo utoram ¢asbl Il MOXKHO caenaTtb BbIBOA, YTO
TouMnnM3ymab oKasancs HeaocTaTodyHo 3DDEKTUBHBLIM MpH
nevyeHun pedpaktepHbix HOWA-yBenToB, 4TO cornacyetcs
C peaynbrataMy NPOBEAEHHOro MeTaaHanu3a, rae 4ons
OTBETUBLUMX Ha Tepanuio coctaBuna 59% [92]. HecmoTpa Ha
CNIOXHOCTU B OUEHKe 3PDEKTUBHOCTU ToumMnmM3yMaba, 3ToT
nokasaTe/lb SBASETCH CPaBHUTENbHO HW3KWMM (4ONS OTBe-
TUBLLMX Ha 3TaHepLenT cocTaBuna 65%) [92].

Tounnudymab xapaKTepusyeTcs Xopowum npoodu-
nem 6e3onacHocTtu. Mpu KONA-accouMnpoBaHHbIX yYBEUTax
HEe OMMcCaHO 3Ha4yMMbIX NO6GOYHbIX 3addekToB [114, 123].
OAHaKo AN Hero MoryT 6biTb XapaKTepHbl AUcnerncuyeckne
paccTponctsa, runepdepmMeHTeEMUsl, TOLHOTa, annepruye-
CKME peaKLuK, a TaKKe NOBbIWEHHbIN PUCK MHDEKLMOHHbIX
3aboneBaHun [110]. Cpean 6onee cneunduyecknx nobou-
HbIX peakLMin OTMe4YalTCs ayTOMMMYHHblE LMTOMEHUU —
TpomboumToneHms unu Hentponernns [110, 113].

Tounnuszymab npuMeHsieTcs BHYTPUBEHHO B [103e
8 Mr/Kr Kaxkable 2 Hef, ecnu macca Tena naumeHta > 30 Kr,
10 Mr/Kr Kaxapble 4 Heq, ecnv Mmacca Tena naumeHTta < 30 Kr
[11, 13]. Takke BO3MOXKHO MOAKOXKHOE BBeAeHWe B [03e
162 mr 1 pa3 B Heaento CornacHo KIMHUYECKUM PEKOMEH-
JauusM No BEAEHUIO yBeWTa, OAHAKO HEeT yKasaHus, npu-
MeHUMa N1 3Ta [o3a K geTtam [6]. B npoBognMOM HepaHao-
MU3npoBaHHoM uccnegoBaHnn APTITUDE ans nogkoxHoro
BBEEHUS UCMNoNb30Banachb cregylollas CxemMa BBeAeHMS:
y Aeten ¢ maccon tena = 30 Kr — 162 Mr Kaxkable 2 Hef,
< 30 Kr — 162 mr Kaxkable 3 Hep [124].

PutyKCMMab — 3TO XMMEPHOE aHTUTENO MPOTUB aHTU-
reHa CD20 Ha noBepxHOCTU B-Knetok. MexaHn3m gencreus
npenapata cBfi3aH C MHAYKLMEN anonto3a, KOMMJEMEHT-
WMHOYLMPOBAHHBIM JIM3MCOM KNETOK M KNETOYHO-OMOCPEA0-
BaHHOW LMTOTOKCUYHOCTbIO [125]. PaHAOMW3UpPOBaHHbLIE
KNMHWYECKMe uccnegoBaHus apdeKTUBHOCTM M 6e3onac-
HOCTM puTyKcumaba B Tepanuu HOMA-accouMmpoBaHHOro
yBeuTa y geten He npoBoaunmcb [126], ogHaKo B uenoM
page nybnvkauui NoKasaHo, 4To npenapaTr MoeT 6biTb
[OoCTaToO4YHO 3ODEKTUBHBLIM ONS NeYeHuss pedpaKTepHbIX
HOMA-accoummpoBaHHbIX yBentoB [127-129]. 3T BbIBO-
Obl MoATBepXKAalTCca U B nuTepatypHom o63ope [130].
UccnepoBaTenn TakKe OTMeYaloT, YTo 060CTpeHue yBeuTa
Ha ¢oHe nprvema putykcnumaba 06bl4HO MPOUCXOAUT Yepes
6-—9 Mec, 4TO, BEPOSATHO, MOXKET 6biTb CBA3aHO C peno-
nynaunen B-numdoumnToB, U, KakK npaBunio, paspellaeTcs
BBeJeHWeM o4vyepeaHon WHPY3uM npenaparta [110, 127].
PuTyKCcMMab xapaKTepunayeTcs BbiparKeHHbIM cTepounacohepe-
raoowmm addexktom [110, 129, 130].

MHorune uccnegoBatenn CXoAATCH BO MHEHWW, 4TO
pUTYKCMMab obnagaeT xopownm npodunem 6e30nacHOCTH,
Hanbonee pacnpocTpaHeHHble N0B6OYHbIE ABNEHUA — AWUC-
NnencuYecKnUm CUHOPOM, MHOY3MOHHbIE peaKkLuu, Tpemop
[110, 130]. OgHM aBTOpPbl OTMEYalT, YTO Yy HEKOTOPbIX
nauMeHToB Yalle pa3BMBanuCb MHPEKLMOHHbIE 3abonieBa-
Hus [130], apyrue xe genatT BbIBOA, YTO YacToTa pa3BuUTUs
MHbEKUMN Ha OoHe NPUMEHEHUs pUTYKCcMMaba ocTaeT-
ca HeBblcokow [110]. Putykcumab npumeHseTcs B A03e
375 mMr/m?2 (MakcumanbHo 1 1) Ha O-i, 2- Hed, a 3ateMm
Kaxable 6 mec [6, 13]. Pag aBTOpOB CYMTAlOT, 4YTO Y AeTeN
[03bl MOTYT GblTb COKpAaLLEHbl, @ MPOMEXYTKN YBENYEHbI
6e3 yuepba apdeKTMBHOCTH [131].

MHMMOUTOPBLI SIHYC-KMHA3 — 3TO HOBbIM Knacc BMIII.
OnucaH eguHWYHbIM cnyd4an 3POEKTUBHOrO MPUMEHEHUS
TodaunTUHKGa y NauueHTa ¢ pedpaKktepHbim HOMA-yBeUTOM,
OC/IOXKHEHHbIM KUCTO3HbIM MaKynsapHblM oOTekom [132].
[pyron cnyvyam onucbiBaeT 3PpOEKTUBHbBIV KOHTPONb Haf YBEK-
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Tom B pemuccnm [133]. B aToM e ncecnegoBaHum onmcaHa cepust
cny4yaeB MNPUMEHEHUS APYroro MHrméuTopa SHyC-KMHa3 —
6apuuntHKb6a [133]. MpenapaT okasancsa apheKTUBHbIM 419
YCTaHOBNEHUS KOHTPONS Haj YBEUTOM M MOAAEPKAHUS YKe
UMEIOLLEroCs KOHTPOS, a TaKKe MpoAeMOHCTpMpoBan cTe-
pouac6eperatowmnin adpdekt [133]. MiccnegoBatenu cuuTator,
4yTO0 6APULMTUHNO — 3TO AOCTATOYHO 6e30MacHbIv nNpenapar,
M HE OMWCbIBAlOT KaKUX-NMM60 Mo6O0YHbIX 3adpdekToB [133].
B HacTosilee Bpemsi NPOXOASaT UccnefoBaHUs GapULUTUHM-
6a [134-136]. lNepBble peadynbraTbl 6GblIM NPeacTaBieHbl
Ha 31-M exerogHom KoHrpecce EBponenckoro ob6uiecTtBa
neTcKkux pesmatonoros B 2024 r. [137]. lMepBUYHaAa KoHeu-
Has TOYKa He 6blia AOCTUrHyTa, TONbKO Y 33% y4acTHUKOB,
nonyvyaslUMX 6GapULMTUHKO, BblT AOCTUIHYT OTBET K 24-1 Heq
Tepanuu, npu aTom otMeyanacb 1,03% anoctepnopHas Bepo-
SATHOCTb 4acToTbl oTBeTa > 57%, 4TO MOKa3blBAeT HU3KYIO
BEPOSATHOCTb, YTO peaNibHas YacToTa OTBeTa npesblwaeT 57%.
Y 83,3% oTmeyvancs Kak MUHUMYM OAMH HexenaTesibHbln
addeKT oT Tepanun, y 12,5% — Taxenble HexenaTenbHble
aBneHns. Heob6xoAMMO MOAYEPKHYTb, YTO CpaBHUBaEMble
rpynnbl 6bIIM HEOLHOPOAHBLIM MO BO3PACTHOMY U 3THUYECKOMY
COCTaBy, YTO MOI/10 NOBAUATb Ha pe3ynbTaTbl UCCNeLOoBaHMUS.

HABJIIOAAEHUE U KOHTPOJ1b TEPANTUU

MauuneHTbl ¢ IOUA-yBEUTOM HyxKAaloTCca B TWATE/IbHOM
MOHWUTOPUHTE C LIENbIO NPOPUNAKTUKM OCNOXKHEHWUI, YrpoXKa-
IOWNX 3peHunto. HactoTa ocmoTpa oPpTanbMOIOroM 3aBUCUT
OT CTEMNEHM BbIPAXKXEHHOCTW BOCNaneHUsl B NepeaHen Kamepe
no knaccudukaummn SUN [3, 11, 138]. Tak, npu cTeneHun 3+
N 4+ HEOBXOAUM EeXKeHeaeNbHbIM OCMOTP A0 YAYYLLIEHUS, MPH
crteneHn 1+ nnm 2+ (ctabunbHOE COCTOSHUE Ha NMPOTAXKEHUHU
[BYX MocneaoBaTeflbHbIX BU3UTOB) HabntoaeHWe peEKOMEHAO-
BaHO Kakible 2 Hel WK He peXe oaHOro pasa B 6 Hepa. lNpu
creneHn 0,5+ pekoMeHayeTcs HabnoaeHe Kaxable 6 Hefa
WKW HE pexe OAHOro pasa B 3 Mec. ITW MHTepBasbl SBS-
OTCH OPUEHTMPOBOYHBbIMWU. B clydyae HEKOHTPONMpPYyeMOro
Te4yeHus yBeuTa opTanbMoniormieckoe HabngeHne goKHO
ObITb MHAMBUAYANUSUPOBAHO C YHETOM TaKUX KIMHUYECKMX
daKTopoB, KaK YactoTa nNpuMeHeHus Tonuyeckux K, BHy-
TPUrNasHoe AaB/ieHWE, HaNMYMe OCMOXKHEHWUI CO CTOPOHbI
opraHa 3peHus [3].

MauuneHTbl, HaxoaswWwmMecs Ha MNOCTEMEHHOM CHUMKEHWU
[103bl IEKapCTBEHHbIX MpenapaToB, HyX4aloTca B TWaTenb-
HOM MOHWTOPUHIE B CUy HEOBXOAMMOCTH BOBPEMS Onpe-
nenntb 06oCcTpeHue yBeuTa. B HacTosiluiee Bpemsi Takum
nauuMeHTaM pPEKOMEHOOBAH EXEeMECSAYHbIN KOHTPO/b
0dTanbMONOroM MPU CHUXKEHWUM JO3bl UM OTMEHE Tomnuye-
cKkux MK, 1 pa3 B 2 Mec — npu CHUKEHUN A03bl NN OTMEHE
CUCTEMHOM Tepanuu, 1 pa3 B 3 Mec — npwu cTabunbHOM Tepa-
NuK (KaK CUCTEMHOW, TaK 1 TONMYECKOM). HeobXxoanMMo yTou-

HATb 0PTaNbMOIOTMYECKUI CTaTyC NauMeHTa Nepea KaxabiM
3TanoM CHUXEHUSA 403MpPOoBKK [11, 138].

B Poccuitckon ®enepaLmn, cornacHo AeMCTBYOWUM KK-
HUYECKMM PpEKOMEHAAUMSAM, MpUHATa chejylouas cxema
[AWCNaHCepHOro HabnaeHnsa 3a 4eTbMU C YBEUTAMM, acco-
umMmnpoBaHHbiMu ¢ KOMA (cM. Tabnuuy).

OTMEHA TEPANMUHU

B HacTosilee BpeMs HET YETKOW NO3ULMK, KOrA4a creayeT
OTMEHSATb Tepanuio Mnocne AOCTUKEHUS PEMUCCUM yBeuTa,
accoununpoBaHHoro ¢ FONA. Ecan megnkameHTo3Has pemuc-
CcuUs AnTes B TedeHue 24 mec 6e3 NpUMeEHEHUS TOMUYECKUX
K, To BO3MOXHa nocTeneHHas oTMeHa 6a3ncHOM Tepanuu
[8, 9, 13]. Nopsaok otMmeHbl TMBIT 1 gpyrux npoTMBOpeEBMa-
TUYECKUX NpenapaToB HesiceH. B uccnegosannn SYCAMORE
6bI/10 MPOAEMOHCTPUPOBAHO, YTO, AaXKe HECMOTpsl Ha Anu-
TeNbHOE pemuccuto Ha ¢poHe mHrnémtopoB TNF-a (B 4acT-
HOCTW, ajanMmymaba), y 60/MblIMHCTBA NaLMEHTOB Mocne
OTMEHbI Tepanuu oTMeYanocb 060CTPEHNEe yBeUTa B CPEAHEM
yeped 150 gHen [139]. PeTpocneKTuBHOE UccnegoBaHue [74]
¢ 10-neTHUM nepruoaoM HabntoAeHU NPOAEMOHCTPMPOBAsIO
Apyrve pesynbraTbl. Bce nauneHTbl CMOrv CHavana CHU3UTb,
a B JanbHeENLWeM U OTMEHUTb Tepanuio MecTHbiMK K, B TO
BpeMs KaK 7 4yenoBek (36,8%) cMOrin NoaHOCTbIO OTMEHUTb
Tepanuio nocne 3-netHen pemuccuu. Y 2 naumnenton (10,5%)
oTMeyvanocb 060CTPEHWE yBeUTa MOc/e OTMEHbl CUCTEMHOM
Tepanun cnycta 3 Mec. [pyroe uccnegoBaHuMe MoKaszano,
4TO 060CTPEHNE YBEUTA MOXKET HaCTynaTb B CpegHeEM vyepes
8 Mec nocne oTMeHbl NpenapaTa [67].

B 2025 r. 6bi10 3aBeplleHO MepBOe pPaHAOMW3UPO-
BaHHOE KOHTPOMMpPYEMOE MCCNefoBaHWe, LieNiblo KOTOPOro
ABNANOCh U3y4yeHne adDPEKTUBHOCTU M 6€30MNacHOCTU OTMeE-
Hbl aganMmymaba y nauneHToB ¢ FOMA-accoUnMMpPOBaHHbIMMU
yeBeutamu [140]. B nccnegoaHune 6bin BKAKOYEHbI NaLUEH-
Tbl, HAXOAMBLUMECS B peMUCCHUM Ha GOoHe Tepanuu aganumy-
MaboM Ha NPOTAKEHUU He MeHee 12 mec. [Janee y4acTHUKHK
OblNK cydYanHbIM 06pa3oM pacnpenefieHbl B COOTHOLIEHNUHU
1:1 B rpynnbl aganumymaba unu nnaue6o, BBOAUMOro noj-
KOXHO Kaable 2 Hea Ao 48-1 Hea unu A0 BO3HUKHOBEHMUS
NpM3HaKoB HeapdEKTMBHOCTU fledeHus. B xode wccneno-
BaHMa 6blI0 MOKa3aHo, 4To M3 87 y4acTHMKOB 6/43 (14%)
B rpynne aganumymatba n 30/44 (68%) B rpynne nnaue6o
pasBuIu peumanB yeeuTa unu aptputa (OW = 8,7; 95% AWU:
3,6-21,2; p < 0,0001) ¢ mMeaMaHon BpeMeHW B rpynne
nnaue6o 119 gHen (Qys—Q75y: 84—243). PaHHAA oTMeHa
afjanMmymaba npuBoauna K 6bICTPOMY pasBUTUIO 060CTpe-
HWS KaK apTpuTa, TaK 1 yBeuTa. B xofe nccnegoBaHus Takxke
OblN0 MOKa3aHO, YTO BOCCTAHOBUTb YTPAYEHHbIN KOHTPOJIb
Hag 3a6oneBaHMEM BO3MOXHO. [locne BO306GHOBAEHMS Tepa-
nuu aganMumymabom MeavaHa BpeEMEHM A0 BOCCTAHOBEHMS

Ta6nuua. Cxema gucnaHcepHoro HabalaeHns BpadyoM-opTanbMOoI0romM nNpu yseutax, accouunpoBaHHbix ¢ FOUA [6]

Table. Ophthalmologist follow-up for JIA-associated uveitis [6]

MoaTun IOUA AnutenbHocTb 3a60/ieBaHUsA YacrtoTa Ha6GnwogeHusa
Bospact ge6iota ONA [o 6 net MNMocne 6 net
[o 4 net Kaxzable 2—3 mec Kaxzable 6 mec
Onuroaptpur, CepOHeI'aTVIBHl?IVI OT4 1o 7 net Kaszble 6 mec
NoANapPTPUT, NCOPUATUYECKUI apTPUT Kaable 12 Mec
bonee 7 net Kaxable 12 mec
CUCTEMHbI apTPUT, CEPOMNO3UTUBHBIN flo 4 net Kaxpple 3-6 mec
Kaxpable 12 mec
nonuapTput Bonee 4 net Kaxgable 12 mec
OHTE3UT-aCcCOLMUPOBAHHbIV apTPUT Jio6as Kaxkable 6 mec Kaxkgble 12 mec

lMpumevaHue. FONA — 10BEHUIbHbLIN MOANONATUYECKUI apTPUT.
Note. JIA (ONA) — juvenile idiopathic arthritis.



YCTOMYMBOrO KOHTPONSA Haj BocnaneHuem B rpynne nnaue6o
coctaBuna 105 gHen (Qqs9—0Q759: 63—196). [Ipyroit BarkHbli
BbIBOA 3TOro uccnenosaHus: Tepanus cbMIII He oKka3biBana
NPOTEKTUBHOIO adpdeKTa — He yanuHsaNa BpeEMEHU A0 pas-
BUTUSA OOOCTPEHMUS.

HeKoTopble nccnegoBaHus cpaBHWBaNM 4acToTy peuuau-
Ba yBeuTa Ha QOHE MPUMEHEHUS WM MOCNE OTMEHbl Pa3HbIX
6BMIIM [141]. B peTpoCneKTUBHOE UcCneaoBaHne Bbin BKIO-
yeHbl 50 y4aCTHUMKOB, AOCTUILUMX PEMUCCUM Ha dOHe Tepanuu
nHruéutopamm TNF-a. B xoae aHanu3a 6bi10 MOKas3aHo, YTo
BEPOSITHOCTb peuuamBa yBeuta npu otmeHe tepanvumu 66MIM
6blfa 3Ha4YMMO BhIlE y NALMEHTOB, NONyYaBLIMX agannumMymad,
MO CPaBHEHMWIO C NauMeHTamu, Noayy4aBWMMU UHPANKCUMAO.
bonee crapwui Bo3pacT Hadvana yBeuTa Obln MPeauKTOpoM
€ero peuunanaa nocne oTMeHbl Tepanuun. ABTOpPbI AeNnatoT BbIBOA,
YTO COXpaHEHME PEMUCCUM B TedeHne = 1,5 nert He BAMUSET Ha
BEPOATHOCTb Pa3BWTUS peLManMBa nocne OTMEHbI Npenapara,
YTO MPOTUBOPEUUT TEKYLLMM PEKOMEHAALMSAM.

Moxoxune wccnegoBaHus npoBoaMnucb W ana cbMIM,
B 4aCTHOCTW MeTOTpeKcaTa. B peTpocneKTMBHOM 1ccnefoBaHum
No U3Y4YEHUIO NPEANKTOPOB A0SITOCPOYHOM 6e3eKapCTBEHHOM
peEMUCCUM NPUHUMaANK y4acTme 22 yenoBeKa, METOTPeKcaT 6bin
OTMeHeH y 13 naumeHToB. [ocne oTMeHbl NpenapaTta 6e3peuu-
AMBHbIN MPOMEXKYTOK 6bll 3HAYUTENBHO AIMHHEE Y NaLMEHTOB,
nony4yaBLlmMx MeToTpekcaT 6onee 3 neT (p = 0,009), y oeten,
yewn Bo3pacT 6bin cTapuie 8 NeT Ha MOMEHT OTMeHbI (p = 0,003),
W Yy MALMEHTOB, Y KOTOPbIX He Gbl0 aKTUBHOIO yBeuta 6onee
2 neT Ao otMeHbl (p = 0,033). bonee anutenbHas MeaMKameH-
TO3Has peMUCCUS Ha poHe TepanuMu METOTPEKCATOM 3aluuia-
Nla oT peuunamMBoB nocse oTMeHbl [142].

OCJIOXXHEHUA YBEUTOB,

ACCOLIMMPOBAHHbLIX C OUA

Y MHOMMX nauueHTOB YBEUT MpOTEKaeT C pa3BUTUEM
OC/IOXKHEHWW, KOTOpPble CTAHOBSATCSH OCHOBHOW MPUYUHOMN
HapyuweHus 3peHuns [35]. Hanbonee yacto BCTpevatoumMmm-
CSl OC/IOKHEHUSIMWU SBASIOTCSA NEHTOBMAHAs KepaTonaTtus,
nepeaHve 1 3agHuWe CUHEXMU, KaTapaKTa, NMOBbIWEHNE BHY-
TPUrNasHOro AaBfneHus (odpTanbMOrMNEPTEH3NUS) MU NayKo-
Ma, a TaKXe TMMNOTOHWUS M KUCTO3HbIN MaKyNsSpHbIN OTEK.
JleHTOBMAHAA KepaTonatua HepeaKo pa3BMUBaETCA Ha GoHe
AKTMBHOIO XPOHMYECKOro BOCManeHusl, 0OAHaKo M3MEHEHMEe
pH cne3Hon NNeHKM TaKKe MOXKET cnocobCcTBOBaTh ee Pop-
MUPOBaHMIO. TaKMe OCNOXKHEHWS, KaK NIeHTOBUAHAsA Kepa-
TOonaTUs, KatapakTa, CUHEXMWU W TNayKoMa, NpU OTCYTCTBUM
NPU3HaKOB BoOCNaneHns He TPebyloT Ha3Ha4YeHUs NPOTUBO-
BOCnanuTenbHou Tepanuum [35].

[pyrnum 4acto BCTpeYatoWwmMmMcs OCNOKHEHNEM ABASIOTCS
nepeaHve n 3agHNe CUHEXMU. 3aH1e CUHEXMM BCTpeYatoTes
B 50% rnas ¢ yBeuMToM, MX 4acToTa o6paTHO MPOnopumo-
HanbHa Bo3pacTy aebiota yBeuta [143]. Hannume cuHexui
npu NepBOoM OCMOTPE pacCMaTpPUBAETCS KaK OTAr4aroLmin
GaKTop 1 ABNSAETCS NPEAUKTOPOM Bonee TAXKEeNoro Te4eHus
yBeuta [144]. OT CBEXNX CUHEXUI MOXKHO N36aBUTbCS NyTEM
NPUMEHEHMUS LMKIOMIENMKOB, OJHAKO B HEKOTOPbIX ClydYasx
MOXeT noTpeboBaTbCs XUMPYpPruyeckoe nedyeHue. 3agHue
CMHEXMW MOryT Cnoco6CTBOBATb Pa3BUTUIO KaTapaKTbl W,
B YCNOBMAX O0DTaNbMOrMNOTOHUMU, MOTYT yXyAlWaTb Kak aHa-
TOMUYECKUI, TaK N GYHKLMOHaNbHbIM NporHo3 [145, 146].

KaTtapakTta y nauMeHToB C yBEUTOM MOXET GOpPMUPOBaThb-
€A U KaK CNnefcTBME XPOHMYECKOrO BOCNaNeHus, u B pesysnb-
Tate Nnobo4Horo aencteusa Tepanun K. Hacto atn dakTopbl
coyeTaroTcs, YTO yBENMUNBaAET PUCK ee pa3suTus [14]. B cea-
31 C 3TUM MCMNONb30BaHWe cTeponicbeperatlmnx areHToB,
NO3BONSIOLMX KOHTPONMPOBATL BOCMNaneHe U O4HOBPEMEH-
HO CHWKaTb BEPOSTHOCTb OCNOXHEHWM, CBA3AHHbLIX C An-
TeNbHbIM NpUMeHeHueM K, cTporo HeobxoaMmo B crydyae

peumanBUpPYIOLLEro/MEPCUCTUPYIOLLETO TEeYeHUs YBEWTa,
TpebytolLero NPonoHrMpoBaHHom Tepanum MNK.

[MaykoMa M MOBbllWEHWE BHYTPUINA3HOro AaBfieHus
MOryT ObiTb O6YCMOBAEHbl Kak CamMMM BOCMaNMUTENIbHbIM
NpoLeccoM BHYTPHM rasa, Tak 1 No60o4YHbIM 3pdEKTOM Tepa-
num Tonmyeckumun MK 1 BCTpeyaloTes NPUMEPHO Y Karkaoro
yeTBepToro nauueHta [147]. lNMpumeHeHne crtepounacoepe-
ralolwmx areHToB W npenapaToB, CHUXKAIOLWMUX BHYTPUINA3-
HOe [daB/ieHue, NPenaTCTBYET MOBPEXAEHWUIO 3PUTENbHOMO
HepBa, OA4HaKo Mpu BbIOGOpEe Tepanun HeoB6XOAMMO YYUTbI-
BaTb, YTO HEKOTOpPbIE TMMNOTEH3MBHbIE CPEACTBA, Takne Kak
afpeHEepruyeckne aroHUCTbl M aHanoru npocrarnaHanHoB,
CNoCcOo6HbI ycUNMBaTb BocnaneHne n TpebytoT OCTOPOKHOCTH
Npu UCNOMb30BaHUKU y NALMEHTOB C aKTUBHbLIM YBEUTOM [35].

OdTanbMOrnnoTeEH3Uss — 3TO PEAKOE, HO KIIMHUYECKU 3Ha-
4YMMOE OCJIOXKHEHWE yBEWUTa, KOTOpoe HabnwaaeTca y 3—9%
NaumMeHToB C yBEWTOM, accouuumpoBaHHbIM ¢ HOMA [148].
Pa3BuWTME TMNOTOHMM OBYCIOBNEHO ANUTENBHBIM XPOHUYECKUM
BOCMaseHNEM, KOTOPOE MOXKET MPUBOAUTL K GOPMHUPOBAHUIO
MembpaH Ha UuWIMapHOM Tene, BTOPUYHOM TpaKuMK U aTpo-
dun unnnapHoro Tena M ero anutenus. [JOononHWTENbHbIM
MEXaHM3MOM SIBASETCA NpocTariaHiMH-onocpeaoBaHHoe
yBENUYeHWe yBEOCK/IepasbHOrO OTTOKa, YTO B COBOKYMHO-
CTW CHWXKAET NPOAYKLUMIO BOASHMUCTON Bnarn U cnoco6eTByeT
nageHuio BHYTpUIMasHoro gasnexus [149-151].

KWCTO3HbIN MaKynspHbIA OTEK ABASETCH OAHOM M3 Beay-
LMX MPUYUH CHUKEHUS OCTPOTLI 3PEHUS Y ETEN C YBEUTOM.
370 OCNOXKHEHWE Yalle BCEero CONpoBOXAAeT CPeaMHHbIN
W 3a[HWUI YBEUT U OTPaXKaeT BblparKEHHY BOCMANUTENbHYIO
aKTMBHOCTb B 3aAHeEM cermeHTe rnasa. Cpean yCcTaHOBNEH-
HbIX GaKTOPOB PUCKa Pa3BUTUS KMCTO3HOIO MaKylsipHOro
OoTeKa BblgensatoT [152]:
® [OBbllWeHKe ypoBHS IL-6;
® [OBbIWEHWe YPOBHS COCYAUCTOrO0 3HAOTENMANbHOro

daKTopa pocTa;
® Hanuuue ncesgodaKkuny;
® MOBbIWEHWE YPOBHS NpocTarnaHaMHOB.

YyeT aTnux GaKTopoB pUCKa MMEET KIoYEBOE 3HaYeHne
A5 CBOEBPEMEHHOIO BbISIBAEHUSA Y 3PDEKTUBHOIO NeYeHns
JAHHOrO OCNOXKHEHUS, a TaKkKe Ans nogbopa NpoTMBOBOC-
nanuTeNnbHOW Tepanuu, HanpaBieHHOW Ha cTabunansauuio
MaKynsipHOW 30Hbl.

NMPOrHO3

B HacToslee Bpems 4OCTYNMHO OrpaHUYeHHOe KOIMYEeCTBO
[aHHbIX 0 AONTOCPOYHbIX apdeKkTax MBIy aetewn ¢ ysentamu,
accoummpoBaHHbiMM ¢ KOWA, 1 60nblias 4acTb AOCTYMHbIX
HabloAEHUI NpMBeaeHa B pa3aenax, MOCBsLWEHHbIX Tepanuu.
OfHaKo TaKXe CTOUT OTMETUTb OCOBEHHOCTU AO0NTOCPOYHOrO
KaTamHe3a nauueHToB, cTpagatowmx FOMA-accoumMmMpoBaHHbIM
yBEUTOM. B CBA3M C Tem, YTO MopaKeHue rnas3 XxapaKTepHo
nmMmeHHo ans FOUA, Tepanuen aToro 3aboneBaH1a 3aHMMatoTcs
MYNbTUANCUMNIMHAPHbIE KOMaHAbl AETCKMX 0dTanbMONOroB
1 peemaTtonoros. C nepexogomM BO B3POC/YIO CETb MO Habsto-
JleHWe CrneLunanncToB B3POC/bIX PEBMATONOMMYECKUX LIEHTPOB
pSiA NaLMeHTOB MOTYT UCMbITbIBATb TPYAHOCTU U3-3a HeJocTa-
TOYHOW OCBEAOM/IEHHOCTM B3POC/bIX CreLMannucTtoB 06 0co-
6EeHHOCTAX TevyeHus 3aboneBaHus. MccnenoBaHus, KoTopble
NOCBSLLEHbl KaTaMHe3y YBEUTOB, acCoLMMpoBaHHbIX ¢ FOUA,
y B3pPOC/bIX NaLMEHTOB BECbMa aKTyasibHbl.

O4HMM U3 paHHKUX UccneaoBaHWin OONTOCPOYHOro KaTam-
He3a aBngetcs pabota K. Kotaniemi un coaBt. 2005 r. [153].
B uccnepoBaHuu npuHanu ydactnme 123 nauueHta ¢ HOUA,
nosnyyYnBLlLME AMArHo3 u nedveHune ¢ 1976 no 1995 r. Cpeau
123 nauumeHToB y 25 4yenoBeK Obla YCTaHOBAEH AMArHoO3
FOMA-accounnpoBaHHOro yseuTa. B xone NOBTOPHOrO Kiu-
HUWYECKOoro obcnefoBaHus crnycta B cpeaHeM 16 net 6bino
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BbIIB/IEHO, 4TO ¥ 19 nauMeHToB ¢ 6€CCUMNTOMHbLIM YBEUTOM
apTPUT Yalle COXpaHssics B aKTMBHOW GOpMe MO CcpaBHe-
HUIO ¢ 98 nauueHTamu 6e3 yBenta (p = 0,032), 4TO MOXKET
roBOpPUTb O TOM, YTO HaNM4yue yBewTa ABASETCA MPEeAnKTO-
pom 6onee TKENOro v nepcucTupyrowero aptpurta [154].
Y 8/19 (42,1%) nauueHTOB COXpaHancs 6eCcCUMMNTOMHbIN
YyBEWUT HA MOMEHT OCMOTPA, 4TO yKa3blBaeT Ha MEPCUCTEHLMIO
BHYTPUINA3HOro BOCMANEHWUs B TeYEeHWe AJIMTEeNbHOro Bpe-
MEHM Yy B3pochblx naumeHtoB ¢ HOWMA-accounmmpoBaHHbIMK
yBEUTaMH, 4TO MOXKET MPUBOANUTL K Pa3BUTUIO OCNOMXKHEHWHN.
BTopunyHas rnaykomMa 6bina BbisiBfieHa y 4 naumeHToB (0OgHOMY
M3 HKX BblT UMONAHTUPOBaAH ApeHaxk Molteno), a 0CcnoXKHeH-
Has KaTapakTa — y 5 (4 npoBefeHa onepauus, B 3 caydasax
C UMNJaHTauMen MHTPaoKyNsapHOM NMH3bI). HecmoTpsa Ha 3To,
3puTenbHble GYHKUUM B LLESIOM Gblfiv COXPaHEHbI: CHUXEHMWE
OCTPOTbl 3peHus Huxe 0,1 Ha OAUH a3 OTMEYEHO Nullb
y 3 nauMeHToB, NPU 3TOM BCE NaLMEHTbl C YBEUTOM COXPaHM-
N1 HOpManbHOEe OGUMHOKYNAPHOE 3peHue (OCTpoTa 3PEHUS He
mMeHee 0,8). CUMNTOMbI CyXOro rnasa v CHUXEHWe 3Ha4YeHuwn
Tecta LWupmepa (< 10 MM/5 MUH x0T 6bl Ha OOHOM rnasy
nocse ToNM4yeckon aHectesnn) Habnoganuco y 40% naumen-
TOB C YBEUTOM U Yy 26% NauuneHToB 6€3 yBeuTa, oHaKo pas-
NIM4Me He JOCTUMIO CTaTUCTUYECKOM 3HaYnMmocTH (p = 0,15).

[pyrMMn BaHbIMKU MCCNEAOBaHUSAMM, MOCBALLEHHbLIMU
[0O/ITOCPOYHOMY KaTaMHesdy nauuneHTtoB ¢ HOWNA-yBeuTamm,
aBnstoTcs pag pabot A. Skarin 1 coaBrT. [155, 156]. 310 eanH-
CTBEHHbIE B CBOEM poJe UccneaoBaHus, KoTopble Habnoga-
0T KOropTy NauMeHTOB Ha NpoTsaxeHun 7, 24 n 40 neT.

B nepBow pab6oTte onucaHbl pe3dynbraTel HabnwaeHns 3a
55 yyacTHuKamu cnycta 7 1 24 roga [156]. Cnycta B cpea-
HeM 7,2 roga (nocne Havana yseuTa) odTanbMoOSIOrMYecKne
OCNOXHEHUS Obln 06HapyxeHbl Y 32/55 (58%) nauneHToB.
Y 21 naumeHTa (38%) 661710 3 1 60n1€€e OCNOKHEHUN. [Tpn 3TOM
25/55 (45%) nauneHTOB C yBEUTOM UMENMU MOSHYIO OCTPOTY
3peHunsd (1,0 Ha o6a rnasa), 27 /55 (49%) — XOopoLuyko OCTPOTY
3penus (ot 0,1 go 1,0), n 3/55 (6%) naumeHTa NpakTU4eCcKu
NOSIHOCTbIO NoTepsinn 3peHune (< 0,1 Ha ny4dwem rnasy). bbina
NOCTPOEHa NIOrnCcTUYECKas perpeccus, Npu NoMoLLM KOTOPOW
He 6blN0 OBHapYXEeHO B3aMMOCBA3M MEXAY TaKMMU UCXO-
[aMK, KaK OCTpOTa 3peHusl, HanuMyume CUHEXMK, NIeHTOBMA-
Haa KepatonaTtus, KaTapakTa, 4YuMcno odpTanbMONOrMYECKUX
OC/IO}KHEHMI, M BO3PACTOM Havyana yBeuTta, BO3pacToM Hava-
na apTpuTa, NONOM, HanMYMEM aHTUHYKNeapHoro dakTtopa,
Hannymem HLA-B27 nnn noatunom HOUA.

Cnepytollee HabnwgeHWe coCTosNocb B CPeaHEM cry-
cta 24 roga oT ge6iota yBemta. Ha aTomM 3atane To/bKO
49 naumeHToB CMOIMWU MPUHATL y4acTue B UCCNeLOBaHWUM.
Y paga y4aCcTHMKOB OTMEYanocChb YXyAleHWe OCTPOTbl 3pe-
Hus. C Te4eHNEeM BPEMEHM OTMEYaNoch CTaTUCTUYECKMU 3Ha-
4YMMOe yBEefIMYEHME KONMYEeCTBa NaLMEHTOB C KaTapaKToM
(p = 0,002) n rnaykomon (p = 0,004). Ecnun KatapakTa yxe
BCTpeyanacb Npu NpeablaylieM ocmoTpe, TO OHa BCTpe-
yanacb M npu nocneaywouem. M3 49 y4yacTHUMKOB TOJSIbKO
36 (73,5%) npoxoannun perynsipHble 0CMOTpbl y odpTanibMo-
nora, y 27/36 (75%) oTMeYanucb Npu3Hakn BHYTPUIIA3HOIo
BOCNaneHusa, U/UnuM 3TU NauMeHTbl BCe elle perynsapHo
nonyydanu Tonnyeckune K. NMpumepHo nonosuHa (49%) n3Ha-
YanbHOM KOropTbl cnycta 24 roga nocne aebioTa yBenTta Bce
ele He Morna AOCTUYb CTOMKOW PEMWUCCUU WKW CTaflKMBa-
nacb ¢ nepnoan4yecknmMn oboCcTpeHnsamu yseuta. B gaHHom
nccnefoBaHMM Mofenb JIOrMCTUYECKON perpeccun BbisiBuna,
yTo 60N1EE CTaplUMM BO3pacT AebloTa NopaXKeHus cycTaBoB
OblN1 MONOXUTENBHO B3aMMOCBSA3aH C HalM4MeM aKTUBHOIO
BHYTPUIrNa3Horo socnanexHus cnycta 24 roga (p = 0,01).

3aKn4nTenbHbiM  3Tanom aBunacb paboTa, MNOCBS-
LleHHas HabnaeHno 3a Ton e Koropton cnycta 40 net
C MOMeHTa gebtoTa yBeuTa [155]. B aTomM UccnegoBaHnmn npu-

HAM yyacTne 30 nauMeHToB M3 OPUTMHANIBHOM KOTrOpTbl, MpH
3TOM y 26 nauMeHToB 6blnn oPpTabMOSIOrMYECKNE AOKYMEH-
Tbl, KOTOPbIE MOXHO 6bI10 U3Y4UTb. Ha MOMEHT HabntoAEHUS
yBeuT octaBasncs aktuHbiM y 13 /30 (43,3%) nauneHToB, unum
13/55 (23,6%) oT ucxogHom koropthl. Y 20/30 y4yacTHUKOB
(66,6%) 6blna AMarHoCcTMpoBaHa KatapakTta uau 6bina npo-
BeJeHa onepauua Mo yAaleHWI0 KaTapaKTbl Ha OLHOM WM
o6oux rnasax. C y4eToM BCEX 3apeErMCcTPMPOBaHHbIX Clly4aeB
KatapakTtbl y 34/55 (61,8%) nauMeHTOB MCXOLAHOM KOropTbl
6blna KaTapakTa Uan NpoBOAMAach onepauus no ee yaane-
HUIO Ha KaKoM-Mbo M3 Tpex aTanoB HabnwaeHus. HoBbIx
cfydyaeB KaTapaKTbl mexay 24-m 1 40-m rogamv HabniogeHns
He 3aperncTpmpoBaHo. HYeTBepo nauueHTOB C rnaykomMon/
odpTanbMorunepTeHsnen Ha 24-neTHem atane HabnwaeHuUs
CKOHYanucb [0 Hayana 3Toro arana MCCeaoBaHus, U elle
y 4yetBepbix (4/55 — 72,7%) nauneHToB O6blna 3adUKCK-
poBaHa rnaykoma/odTanbMOrMnepTeH3nsa Ha 3TOM 3Tane.
B obuien cnoxHoctn y 16/55 (29,0%) nauneHToB UCXOAHOM
KoropTbl 6blna 3aperncrpupoBaHa rnaykoma/opTranbMoru-
nepTeH3us Ha KakoM-1MB60 M3 Tpex 3TanoB HaboAEHMS.
OueHnBasi OCTPOTY 3PEHMUS, MOXHO CKasaTb, 4TO B XoAe
HabnogeHna Npu 06beaAVHEeHWW Pe3ynbTaToB NpPeablayLLmMX
aByx atanoB y 7,55 (12,7%) naumMeHTa MCXOOHOW KOropThbl
Obl710 3adPUKCUPOBAHO TAXKENOE HapylleHne 3peHns Ha oba
rnasa xots 6bl Ha OAHOM M3 TPEX 3TanoB HaGMOAEHUS.

YyutbiBas ONMTENbHOCTb HabnaeHus, B aTon paboTte
TaKXXe OueHWBanacb neTanbHOCTb. PeBMartuyeckoe 3abo-
neBaHue OblI0 YKa3aHO KaK OCHOBHas MpuYMHa CMepTH
B 4 (4/55, 7,3%) cny4asx. Bcero oo Havyana 40-neTHero atana
ymepnun 11 naumeHToB. [JBOe U3 HUX CKOHYanucb Ao 24-net-
Hero HabnaeHus. MeauMaHHbIM BO3pacT Ha MOMEHT CMepTH
coctaBun 48 net, U 8 n3 11 (72,7%) ymepLnx Oblan KeHLN-
HaMW. 7 4yenoBeK (63,6%) OTHOCUIUCD K ONTMIOapPTUKYNSPHOM
dopme HOUNA, 3 (27,3%) — K NOAMAPTUKYASPHOW, 1 nauneHt
(9,1%) umen cuctemMHyto dopmy HOUA (cornacHo KpuTepusim
EULAR). B 4 cnyyasix oCHOBHasi Npu4MHa CMepTH Obla yKa-
3aHa KaK peBmaTtu4yecKoe 3aboneBaHue. B eue 3 cnyyasx
HOWA 6b11 3aperncTpnpoBaH KaKk ConyTCTBYIOLEE COCTOAHUE.
Mpn ydyeTe Bcex cCOMyTCTBYWOLWMX GaKTOPOB AN KaxKAoro
nauveHTa ToNbKO 0gHa cMepTb 6blfia MHTEPNPETUPOBAHa Kak
BbI3BaHHasa NpsiMbIM ocnoxHeHneM HOUA. 3noKayecTBEHHbIE
HOBOOGpa30BaHUA 1 cepaeYHO-COCYaNCTbIe 3aboeBaHUs He
paccmaTtpuBanucb Kak ocnoxkHeHns HONA.

Mcxoas M3 MMEILWNUXCS AaHHbIX, MOXHO C OnpeaeneHHON
YBEPEHHOCTbIO CKadaTb, YTO MaUMEHTbI C yBEUTaMM, acCoLMM-
poBaHHbIMK ¢ FOMA, BO B3pOC/IOM BO3pacTe NpoaoKatoT cTpa-
naTb OT 060CTPEHNI 3a60NeEBaAHNA U MOTYT HYXAaTbCs B Tepa-
nuu Tonnyecknmu MK, 4To, B CBOIO 04epeab, MOXKET NPUBOANTb
K CHUMKEHMIO OCTPOTbI 3PEHNS U PA3BUTUIO OCNOXKHEHWI, Yrpo-
JKaIOLWMX 3PEHUIO, B CBA3M C YeM 3TUM MaumeHTaM Heobxoam-
MO MOXXM3HEHHOE perynsipHoe HabnwaeHune y odrtanbmosora
C Lienbto NPODUNAKTUKM YXYALWEHWS COCTOSIHUS nas.

3AK/TIOYEHUE

HONA-accoummnpoBaHHbI YBEUT — 3TO C/I0XKHAs 3ajada Ans
MEXANCUMMIMHAPHON KOMaH/bl CNeLManncToB, COCTOSLLEN MO
MeHblUen Mepe n3 odTanbmosiora U AETCKOro peBmarosiora.
HecmoTps Ha nosiBneHWe HOBbIX MpenapaToB, Yy 601blWoro
KONMM4YecTBa [eTer BCe PaBHO Pa3BMBAIOTCH OCOXHEHMS,
yrpoxatowme notepen 3peHus, Kak KM3-3a eCTeCTBEHHOrO
TeyeHus 3aboneBaHus, Tak U No NpuYMHe HeadDEKTUBHOCTH
yKe umetollencsa Tepanun. BosmMoxHo, B JanbHENLLIEM YCUNUS
OyayT CKOHLEHTPUPOBaHbI Ha BbISIBAEHNN BUOMapPKEPOB, KOTO-
pble NoMOryT onpeaenutb, Kakum MBI nydwe nonb3oBaTbes
B 3aBMCMMOCTU OT CK/Ia[blBalOLLENCH KIIMHUYECKOW CUTyaLUM.
CoBpeMeHHble PYKOBOACTBA NOAYEPKMBAIOT BAXKHOCTb PaHHe-
ro NPMMEHEHUS CUCTEMHOW Tepanun ctepounacbeperaroummm



areHtamu. Jlydywee noHMMaHuWe naToreHesa no3BOAUAO Obl
He ToNbKo 6osee onTUManbHO NoaGUpPaTh MULLEHb 1S NeKap-
CTBEHHOW Tepanuu, TeM CambIM CHUXKas PUCKKU TSKENOro Teve-
HWUS, OCNOXHEHUA U MHBaNWAM3aLMK, HO U Ny4lle OLEeHMBATb
rpynnbl pPUCKa PasBWTUS 3a60ieBaHMs, NO3BONMAS Ha4YMHaTb
paHHIOD U arpeccuBHytO Tepanutio.

MHbopmaumn 06 3PpPeKTUBHOCTU M 6GEe30MacHOCTH
MBI B 0OArOCPOYHOM MEPCNEKTUBE TaKKe HEeAOoCTaTO4YHO.
dopmrpoBaHne NPOTUBOSIEKAPCTBEHHbIX aHTUTEN co3aaeT
yrposy cHwxeHus addektnsHocTn TUBIT U yMeHbleHnUs
[IOCTYNMHOCTX Nyna npenapaTtoB A8 MOCNeaylollero npu-
MeHeHusi. He coBcem scHbl GaKTopbl, Cnoco6CTByOLME
BblpabOTKE 3TUX aHTUTEN, a TaKXKe He [0 KOHUa wu3yde-
Hbl NpPeanKTopbl HEIDPEKTUBHOCTU Tepanuu y NalueHToB
Cc yBeuToM. Heo6xoauWMbl MPOBEAEHWE [OMONHUTENbHbIX
pPaHAOMM3UPOBAHHbIX KOHTPOIMPYEMbIX UCCNefoBaHWUM ans
OoLeHKM 3PDEKTUBHOCTM M 6E30MNacHOCTU CYLLECTBYOLMX
NIeKapCTBEHHbIX MpenapaToB W pa3paboTKa HOBbIX areHToB,
ABNAOLLMXCA anbTepHatuBon MHrnéutopam TNF-o, ang neve-
HWS NALMEHTOB C YBEUTAMM.
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O6ocHoBaHHue. CesniekTuBHas pgopcasbHas puzotomus (CAP) — a¢@OEKTUBHBIN HENPOXMPYPIUHECKUI METOL CHUIKEHUS
crnacTMYHOCTU NpuU JETCKOM LepebpasibHoM napaande (ALUM). MoTpe6HOoCTb B APYrux MeAUKaMEHTO3HbIX (aHTUCnacTuye-
CKMX) U XUPYPruyeckux metogax nedeHus rnocae C/P octaetcsi HegocTaToyHO u3y4yeHHoH. Ljenb nccnegoBaHmsa — oLle-
HWTb 4acToTy MNPUMEHEHUs1 6OTyIMHOTEPanun U OPTOMNEAMYECKMX BMELIATE/NbCTB, a@ TaKXe Bbl6Op LeneBbiX MbIlL A5
nHbeKunn y naumertoB ¢ AL nocne CAP. MeToabl. B npocrneKTMBHOE KOropTHOE MCCAe[0BaHMEe BK/OYaaM NaLMeHTOB
B Bo3pacTte g0 18 net nocne CAP, BbinosHeEHHOM B repuos ¢ sHBaps 2021 no mioHb 2023 r. [lyTem onpoca (AMCTaHLMOH-
HOIro MM O4YHOr0) 3a@KOHHbIX NPEACTaBUTENEN NaUNeHTOB ONPEAEsS/IN YacToTy, COOKU, LieseBbIe MbllULibl A/15 MPOBEAEHUS
60Ty IMHOTEPAaNMM, NPUMEHEeHMEe nepopasbHbIX aHTUCNAaCTUYECKMX MPEernapaToB, a TaKkKe 4acToTy, COOKU U TUM opToneaun-
YecKux ornepaumi rnocse roga peabuantaumu B cBsi3W ¢ nepeHeceHHon CP. Pe3ynabTatbl. B ncciefoBaHMe BKIOYEHbI
AaHHble 107 geter co cnactnyeckumu popmamm AU (GMFCS | — 2, GMFCS Il — 14, GMFCS Il — 68, GMFCS IV — 22,
GMFCS V — 1), nepeHecwmx CAP B Bo3pacTe (MeanaHa) 5,0 (3,9; 6,9) ner. lNepnoa HabnwogeHns nocne CAP — 12-41 mec,
meanaHa — 20,8 (16,5; 26,7) mec. Mocne CAP 6oT1ynnHoTepanus bbia nposegeHa 24 (22,4%) nauneHtam (y 4 — Bnep-
Bbl€), CPOKN UHULMaumm — 1,5-36 mec nocne CAP, meanaHa — 10,7 (6,9; 16,4) mec. Y 4 feten MHbEKLNN BbIMOIHEHbI
TOJIbKO B MblLULbl PYK, ¥ 10 — TOJIbKO B MbILLUL|bl HOF, ¥ OCTa/lbHbIX 10 — B BEPXHME U HUKHME KOHEYHOCTH, B 1 ciydae —
B CJ/IlOHHbIE )Kene3bl. OpToneauyeckne onepaumnu 6biam BbinoHEHbl B 26 (24,3%) cayyasx yepes 3,5-34 mec nocne C/AP,
meanaHa — 14,8 (8,0; 22,6) mec. Y 17 naumeHToB NpoBeAeHbl MArKOTKaHHbIE BMELIATE/IbCTBa Ha HUMHUX KOHEYHOCTSIX,
¥ 9 — coyeTaHHble MArKOTKaHHbIE U KOCTHbIE€ onepaumn. Bo3pacTt Ha MOMEHT onepaumni coctaBun 3,3-12,7 roga, meana-
Ha — 5,9 (5,0; 8,5) roga. NepopanbHbirt MuopenaxkcaHT nocae CAP npuHumMan (MpoaomKna NpUHUMAaTh) TOJIbKO OAMH
nauuneHT. 3aknryernue. locne CAP y yactv naumeHToB ¢ AL B cBS31 ¢ poCTOM pebeHKa CoxpaHsieTcs: Ui GopmMupyeTcs
HeobXxo0AMMOCTb NPUMEHEHUS APYrMX METOA0B KOPPEKLIMM CIaCTUYHOCTU M OPTONEANYECKUX AedopMaLimi.

KnroyeBble cnoBa: 4eTCKuI LiepebpasibHbIi napaany, CeIeKTUBHas 4opcasibHas pU30TOMMS, CNacTMYHOCTb, 60TYy/IMHOTEpa-
nus, opTonean4yecKasl Xupyprus

Ans yntupoBanus: Knoyxkosa O.A., CmonsiHkmHa E.N., 3nHenko [.10., Mameabsipos A.M., Awpadosa Y.LL. lNprmeHeHne 60TynnHOTE-
panuu 1 opToneanyYecKnx BMeLLIaTeNbCTB Nocae CENEKTUBHOM A0PCanbHOM PU3OTOMUK y AETEW C LiepebpanbHbIM Napannyom: KoropT-

Hoe uccnegoBaHue. Boripockl coBpemeHHon neanatpmumn. 2025;24(3):178-185. doi: https://doi.org/10.15690/vsp.v24i3.2906

OBOCHOBAHME

[eTckun uepebpanbHbii napanuy (ALIMN) passuBaetcs
y 15-35 getert Ha 10 TbiC. }XMBbIX HOBOPOXAEHHbIX U ABNS-
eTcs Haubosiee 4acTon MPUYMHOM AETCKOW HeBposiornye-
CKOM WHBanuaHoctu no Bcemy mupy [1, 2]. lMNoBbiweHne
MbILWEYHOro TOHYCa MO CMacTUY4EeCKOMY TUMNYy — OAHO U3
caMbIX pacrnpocTpaHeHHbIx npossneHun [ALUMN: Ha gonto
cnactnyeckux ¢opm npuxogutea go 90% Bcex cnyvaes
60one3Hun [3]. CnacTMYHOCTb MOXET ObiTb COMYTCTBYIOLIMM
CUMNTOMOM elwe M y nodytm 70% 6O0NbHbIX C AUCKUHE-
TUYECKMM LepebpanbHbiM napanuvyom [4]. CnacTUYHOCTb
orpaHu4mMBaeT 06beEM ABUKEHUIN B CycTaBax, NpensaTcTeyeT

NponopLMOHaNbHOMY POCTY OMOPHO-ABUraTeNbHOro anna-
pata, Bbi3biBaeT 60/1b U1 GOPMUPOBAHUE KOHTPAKTYP, YTO
B COBOKYMHOCTM HapyllaeT ABUratesibHoe pa3BuTne pebeH-
Ka ¥ orpaHuMymMBaer ero GpyHKUMOHabHblE BO3MOXHOCTH
[5, 6]. CHMxeHunsa cnactuyHocTu npu AUMN MoxxHO ao6uTbea
KOHCEPBATUBHLIMU U XUPYPIrUHECKUMHU METOAaMH, CTEMEHb
WHBA3MBHOCTU KOTOPbIX, 3GDEKTUBHOCTb U CTAaBUIIbHOCTb
pe3ynbTaToB CUIIbHO BapbupytoT [7—9].

CenexkTuBHasa gopcanbHasa pusotomus (CAP) — Hew-
POXMPYPTrUHECKUIA METOA CHUMKEHWUS CMAaCTUHHOCTU 3a CYET
nepecevyeHns 4actu 3afHUX (4yBCTBUTENbHbLIX) KOPELKOB
CMUHHOIO MO3ra Ha ypOoBHe MOSICHUYHOIO UK (pexe) Wwew-



HOro OTAENOB C LENbl0 KOppeKunn adbpepeHTHOro 3BeHa
pedIEKTOPHON perynsaumMm Mblll€YHOro TOHyca npu coxpaHe-
HUK MoTopHoW perynsaumm [10]. CAP nmeeT BbICOKMI YpOBEHDb
[lOKa3aHHON 3ODEKTUBHOCTU B KOPPEKLMU CMacTUYHOCTH
npu AUIMN, B nepBy o4vyepenb, Y NauuMeHToB C ABYCTOPOH-
HUMKU dopMamMn 60E3HMU, CNOCOBHbLIX K CaMOCTOSTENIbHO-
My nepemelweHuto (yposHu I-IlIl no Cucteme Knaccuduka-
LMK 6ONbLIMX MOTOPHbIX GYyHKUMM — Gross Motor Function
Classification System; GMFCS) [9, 11]. 3¢ deKTUBHOCTb
CP npoaemoHcTpMpoBaHa U y NauUMEHTOB C OAHOCTOPOH-
HUMK dopmamu LM [12], a TaKKe y HEXOAAYMX NaLMEHTOB
¢ GMFCS IV-V [13]. B utore CZIP no3sonsieT 406UTbCS 3Ha-
YMUMOrO M JONITOCPOYHOIO CHUMXKEHMUS CMACTUYHOCTU B HUMKHMX
KOHe4yHocTax [14], 4To noTeHuMnanbHO 61aronpusaTHO BAUSET
Ha ABuratenbHoe pa3BuTUE U QYHKLMOHaNbHbIE pesynbTa-
Tbl NauneHToB ¢ GMFCS |-l [15, 16], a TaKkXe ymeHbluaeT
60/1€BON CMHAPOM M MOBbLILAET KAYeCTBO W3HWU M yxoaa
y naumeHTtoB ¢ GMFCS V-V [17, 18]. Heo6xoanmocTb
M YyactoTa MPUMEHEHWUS APYrMX aHTMCNAaCTUYECKUX METO-
0B 1 opToneau4yeckux Bmelwartenbcts nocne CAP octaetcs
npeaMeToM 06CYKAEHUS.

B 3apybexxHbix nybnMKauuax, MOCBSALWEHHbIX 6auxan-
LWMM U OoTAaNneHHbIM pesynbtatam CAP, onncaHbl BEPOSTHOCTb
4aCTUYHOrO BO3BpPALLEHUS CMACTUYHOCTM B MbllL@X HOr,
a TaKXe Heob6XO0AMMOCTb MocneayrWwero A0NOAHUTENBHOIO
MeAMKaMEHTO3HOIo (aHTUCNACTUYECKOr0) U XMPYPruyecKo-
ro (oproneguyeckoro) nevyeHus nauuneHToB [16, 19, 20].
B poccuinckmx paboTax TakKe ynoMUHaEeTCs O BEPOATHOCTH
4aCTUYHOMO WK NOSTHOTO PeLnaMBa CNAacTUYECKOrO0 CUHAPO-
Ma nocne CAP 1 Heo6xoanmocTh 60TynnHoTEpanuu [21, 22].
YactoTa cfny4aeB MNpoAo/KeHus O60TyanHoTepanuu nocne
C[P BapbupyeT 1, N0 pasHbIM AaHHbIM, MOXET COCTaBATb
ot 10 go 53% B 3aBMCUMOCTM OT CPOKOB nocneonepaLwmoH-
HOrO HabNAEHNS, TEXHUKM NPOBEAEHMS ONepaLLMm U NCxoa-
HbIX NapameTpoB nauueHToB [15, 20, 23]. B HeKoTOpbIX

paboTtax Heob6XoAMMOCTb MPOAOIKEHUS 6OTYNMHOTEpPanun
nocne CAP He aHanuaunpyeTcsi C y4eTOM LEeNEBbIX MblLL,
[19, 20, 24], B a4pyrux coobLIaeTcsi O BbIFBIEHUU CMACTUYHO-
CTU MPENUMYLLECTBEHHO B MKPOHOXHbIX [15], pexxe — npuBo-
OFLWMX MU NOAYCYXOXMNbHbIX/NOAYNepenoHyaThbiX MbllLax
6epep [21-23]. OgHaKo M 3TW AaHHble He AaloT MOJIHOro
npeacTaBaeHns 060 BCEX NOTEHUMANbHbIX LieIEeBbIX MblLLLIaX
ansa 6oTtynmMHotepanuun nocne CAP.

[aHHble 06 opToneanyeckux onepauusx nocne CAP Tak-
K€ HeoAHOPOAHbl. YacToTa Takux BMeLWaTenbCT, COrMacHo
pesynbTaTaM pasHblX UCCeA0BaHWI, BapbUPYeET B AnanasoHe
oT noytn 30 ao 74% v 6onee n 3aBUCUT OT UCXOAHbIX XapaK-
TEPUCTUK NaLMEHTOB U ANUTENbHOCTM HabnoaeHus [19, 20].
B Poccuu, HeCcMOTps Ha aKTMBHOE npumeHeHne metoga CAP,
0ny6MMKOBaHbl AaHHble NWLb €ANHUYHBIX UCCNEeA0BaHWI CO
CpaBHUTENbHO HEGONbLIMM YUCIOM HABMOAEHNIN OTAANEHHbIX
pes3ynbTaToB Onepauun U NoKasaHuUM K CONyTCTBYIOWMM METO-
aam Tepanuu [21, 22]. Kpome Toro, B HUX He NpeacTaBfieH
noapo6HbIN aHanM3 LeneBbiX MbllL, Ans 60TyIMHOTEPaNuH,
TMMOB M CPOKOB OPTOMEAMYECKMX BMellaTenbcTB. Bmecte
C TeM, Ha Haw B3rNs4, UMEHHO 3Ta MHbOPMaLMs NpeacTaB-
NSIeT UHTEepec ANS CNeLnanncToB, 3aHNMalOLWMXCS JleYeHNEM
n peabunutaumen naumeHtoB nocne CAP c TOYKM 3peHus
nNaHMPOBaHUS MOCAE0ONepaLMoHHOro BeaeHns M BbiGopa
ONTUManbHbIX METOAOB BMeLlaTenbeTB. 15 HEeMnpoxupypros
M CrneuManucToB, 3aHMMaloWMXcs OT60POM MaLMEeHTOB Ha
COP, aHann3 ykasdaHHOM MHOPpMaLMM HEOBXOANM A1 0OCYHK-
OEHUS C MauMeHTaMUM M MX 3aKOHHbIMU MpPeAcTaBUTENMHU
oTaaneHHbix pesynbratoB CAP 1 HE06X0AMMOCTHM APYrUX aHTH-
CMacTUYECKMX U XMPYPrMYECKMX BMELLaTeNbCTB.

Llenb uccnepoBaHmna

OLEeHNUTb YacToTy NpoBeaeHMs GOTYIMHOTEPANnuK U OpTO-
neanyeckux BMellaTeNbCTB, a TaKXKe Bbl6Op LieneBbIX MblLLL
ans uHbekuun y naunentos ¢ AU nocne CAP.
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Botulinotherapy and Orthopedic Interventions After Selective
Dorsal Rhizotomy in Children with Cerebral Palsy: Cohort Study

Background. Selective dorsal rhizotomy (SDR) is an effective neurosurgical method for reducing spasticity in children with cerebral
palsy (CP). The need for other medical (anti-spastic) and surgical treatment methods after SDR remains poorly studied. Objective. Aim
of the study is to evaluate the frequency of using botulinum therapy and orthopedic interventions, as well as target muscles selection
for injection in patients with cerebral palsy after SDR. Methods. Prospective cohort study included patients under the age of 18 years
after SDR performed between January 2021 and June 2023. Frequency, timing, target muscles for botulinotherapy, oral anti-spastic
drugs administration, as well as frequency, timing, and type of orthopedic surgeries (year after rehabilitation due to performed SDR) were
determined via interviewing (remote or face-to-face) of patients’ legal representatives. Results. The study included data from 107 children
with spastic cerebral palsy (GMFCS | — 2, GMFCS Il — 14, GMFCS Ill — 68, GMFCS IV — 22, GMFCS V — 1) who underwent SDR at median
age of 5.0 (3.9; 6.9) years. The follow-up period after SDR was 12—-41 months, median was 20.8 (16.5; 26.7) months. Botulinotherapy
was performed in 24 (22.4%) patients (4 for the first time) after SDR, the initiation period was 1.5-36 months after SDR, the median
was 10.7 (6.9; 16.4) months. Injections were performed only in the arm’s muscles in 4 children, only in leg’s muscles — in 10, in upper and
lower limbs — in 10, in salivary glands — in 1 case. Orthopedic surgeries were performed in 26 (24.3%) cases 3.5-34 months after SDR,
median — 14.8 (8.0; 22.6) months. Procedures on soft-tissues of lower limbs were performed in 17 patients, 9 patients had combined
soft tissue and bone surgery. Age at surgery was 3.3-12.7 years, median age — 5.9 (5.0; 8.5) years. Oral myorelaxant administration after
SDR (continued) was reported only in one patient. Conclusion. Some patients with cerebral palsy require implementation of other methods
for spasticity and orthopedic deformities correction even after SDR due to the child growth.
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METOAbI

Au3aiiH uccnegoBaHus

MpoBeaeHO OAHOLEHTPOBOE MPOCMNEKTUBHOE (B YacTu
OTCNEXMBAHUSA PEe3yNbTaTOB NEYEHUs) KOropTHOE ucche-
JloBaHue.

YcnoBus npoBefeHUs uccnegoBaHus

B nccnegosaHve BKAOYaNM NaUMEHTOB, rOCNUTANIU3MPO-
BaHHbIX B Henpoxupypruyeckoe otaenenHne HUKWU negunart-
puu um. akaa. 0.E. Benbtnwiesa PHUMY um. H.W. MNMuporoea
(Mockga) B nepuof ¢ gHBapsa 2021 r. (Ha4ano peryasapHoro
nposeaexHus CP no ganee onvcaHHOW METOAMKE B OTAene-
HUK) no moHb 2023 . CBeaeHMs 0 nauneHTax (non, Bo3pact,
dopma AU, ypoBeHb GMFCS po CAP, Bpemsa CLIP, KOHTaKT-
Hble AaHHble 3aKOHHOro npeacTaBUTENs) U3BNEKanu U3
McTopui 60N1e3HM NaLMEHTOB B UioHe 2024 .

Kputepum cootBeTcTBUA
Kputepumn BKo4YeHus

e Cnactuyeckas dopma AUM.

e He MeHee ogHoro roga nocne CAP (&ng AOCTUXEHUSA QYHK-
LIMOHa/IbHOIro BOCCTaHOBNEHMS nocie onepauun [10]).
C/[IP B nepuop uccnenoBaHns npoBoanaa ogHa 6puraga

Henpoxmpypros no metoanke A.HO. 3nHeHKo M coaBT. [25].

CAP ocyuectBnsinacb ¢ NpUMEHEHWEM OAHOYPOBHEBOIO

WMHTpanamMmmMHapHoro goctyna Ha yposHe LI-LII, LII-LIV nan

LV-S1. Bblbop ypoBHS JOCTyNa M MNepeceKaeMblX 4yBCTBU-

TeNbHbIX CMMHHOMO3IOBbIX KOPELWKOB ONpeaensnn no Kiu-

HUYECKON KapTUHE — BbIPAKEHHOCTU CMAaCTUYHOCTU MbILLLL

HUMXHUX KOHEYHOCTEM B COOTBETCTBUM C paHee OnucaH-

HbIMKM Mpuemamu ocmoTpa nauueHtoB ¢ ALUM v cnactuy-

HOCTbto [26]. OnepaTvBHOE BMelATENbCTBO MPOBOAWUIM

noA KOHTPONEM HEeWpPOPU3MONOrMYECKOr0o MOHMTOPUHTa.

[NocTeneHHas BepTUKaNM3aUMsa M Hadano peabunutauuu

paspelwanncb co 2—-3-x MOCTONepaLMOHHbIX CYTOK nocne

CcTMxaHus 601eBOro cMHapomMa.

Kputepmumn HeBKIO4eHUS
Hannine npeumylwecTBEHHO AUCKUHETMYecKon oop-

mMbl AL,

Kputepum ncknovdeHus

OTcyTCcTBME AaHHbIX O GOTYIMHOTEPANUU U APYrMX aHTu-
cnacTMyeckmnx metogax Tepanuu nocne CAP (He3anonHeH-
HbI¥ NMYHKT ONPOCHMKa WKW HENnosny4yeHne aton nHdopmaumnm
npu o6LEHNN C NALMUEHTOM).

LleneBble NoKa3artenu ucciefoBaHua

AHanM3npoBann 4YacToTy U CPOKM NPOBEAEHNUS BOTYIMHO-
Tepanuu nocne CAP, B TOM Y1cne C yHETOM UCXOAHOMO YPOBHS
GMFCS n Bo3pacTa nauMeHTa Ha MOMEHT onepauuu, uene-
Bble MblILULbI A5 60TyNMHOTEPANUK, UCMONb30BaHWE APYruX
aHTUCNACTUYECKMX METOA0B, a TaKXKe YacTOTy, CPOKM U TUMbI
opToneauyeckmx onepauumm nocne CAP.

MpoBegeHue onpoca

MpurnaweHnsa NpUHATb y4acTue B onpoce B LieNsx uccne-
[I0OBaHMS paccbinanu rno 3NeKTpoHHOM noyte B uione 2024 .
BCEM MNaLMeHTaM, COOTBETCTBOBABIUMM KPUTEPUAM BKIIIO-
YeHns U HeBKIoYeHus. [purnaweHve BKIOYANO aHKeTy,
coflepXKaBLlyld BOMpOCbl O BMewartenbctBax nocne CAP:
60TynMHOTEpanus (4aTbl MHbEKUWW, LeneBble MbllLbl /
NPOTOKOJ 60TyIMHOTEPANUK, CYObEKTUBHAS OLIEHKA pe3y/b-
TaTOB pPoauTeNsMM), NepopasnbHble aHTUCNacTUYecKue npe-
napatbl (CPOKM MPUMEHEHUS, A03bl), XMPypPruieckne (opTo-
neavMyeckune) onepaumu (aatbl M TMN onepauun). NaymeHtam,
HEe OTBETMBILMM B TEYEHWE MECSHLLA MOCNE PACChIIKU aHKET

WKW OTBETMBLUMM HEMNONHbIM 06pa3oM, AOMNOAHUTENBHO 3BO-
HWA COTPYAHMK HENPOXMPYPIrUYECKOrO OTAENEHUS C HaNMOMMU-
HaHMem 06 aHKeTe W/WIn YTOYHEHWEM HedOoCTaloWMX AaH-
HblX. YacTb aHKeT 6blM 3anofiHeHbl NauneHTaMm BO Bpems
ambynaTopHOro npuema Jevallero Hempoxumpypra, npose-
[OEHHOTO C LieNblo KoHTpons pesynbtatos CAP. B uccnegosa-
HWe BK/IKOYANM aHKETbIl, NoMly4eHHble B nepuof ¢ 1 uioas no
1 ceHTa6ps 2024 r. [pun oTCYyTCTBMM B aHKETaxX MHGOPMaLMn
0 npoTokone 6oTtynuHoTepanum nocne CAP ¢ ykazaHuem
LeneBblX MbIlWL, OTMeYanu TONbKO cam GaKT NpUMEeHeHKUs
WHBEKLUUN U Y poauTenen yTOHHSNM NPUMEPHYIO JIOKanu3a-
LMIO (BEPXHUE/HUKHUE KOHEYHOCTH).

CraTucTMyYecKue npoueaypbl

Heob6xoanmbi pa3mep BbIGOPKM NpeaBapuTE/bHO He
paccyuTbiBaNu.

AHanu3 AaHHbIX BbLINOHEH C MCMOMb30BaHWEM NakKe-
Ta ctatucTndeckux nporpamm STATISTICA, Bepcusa 10.0
(StatSoft Inc., CLUA). Mpn onncaHnmn KONMYECTBEHHbIX NOKa-
3aTenen yKasblBaau MMHUMaNbHOE U MaKcMmalnbHOe 3Haye-
HWA, meaunary (Q4; Qs).

JTHyeckan aKcnepTusa

lMpoBeaeHne uccneaoBaHus 0406PEHO NOKalbHbIM 3TU-
yecknm komutetom HUKW negnatpmmn u OETCKOM XMPYPrum
uMm. akag. H0.E. Benbtnwesa PHUMY um. H.W. Mnuporosa (npo-
ToKon N2 6 ot 31.05.2024). KOHTaKTHble AaHHble 3aKOHHbIX
npeacraBuTenen naumMeHToB W3BMEKanu U3 MeauLMHCKOM
[LOKYMEHTaL MW Ha OCHOBaHWK NOANMCAHHOIO UMW MPU FOCMK-
Tanusaumm MHPOPMUPOBAHHOIO AOOPOBONLHOINO CcOrnacus
Ha 06paboTKY 1 UCNonb3oBaHWe AaHHbIX. [1pK paccbiike npu-
rnaweHnin no 3NeKTPOHHON NoYTe 3aKOHHbIX NpeacTaBUTENen
nauMeHToB MHPOPMMUPOBANM O Lensx, 3agadax M mMetodax
“ccnefoBaHns, 0 BO3MOXHOCTM COracus MnM OTKasa oT
y4yacTvsa B uccnegoBaHunm. 3anofiHeHWe U OTBETHAs BbICbIIKa
aHKeTbl 0603HaYaNnCb KakK corfiacue Ha y4actue, oTCyTcTBUE
oTBEeTa UMW MUCbMEHHbIN/YCTHbIW (M0 TenedoHy) 0TKas — Kak
OTKa3 OT yyacTus B MccneaoBaHWW. [lonyvyeHHble AaHHble
COXpaHsanu B 06e31M4EHHOM BUE.

PE3YJIbTATbI

dopmMmupoBaHue BbIGOPKU UccnefoBaHUsA

B nepuwog vccnegoBaHns B HEMPOXMPYPTrUYECKOM oTae-
neHun nposefeHa 271 CAP. B cOOTBETCTBUU C KPUTEPUAMMU
oTOOpa npurnaweHus 6bin pasocnaHbl 253 (93,4%) KOH-
TaKTHbIM NIMLIaM. AHKeTa ¢ OTBETOM XOTS 6Gbl HAa OAMH BONPOC
nccnegoBaHua nonydeHa ot 125 (49,4%) poautenen, us
HMX 118 nonyyeHbl MO 3NEKTPOHHOM noyTe, 7 — BO Bpe-
Msi ambynaTopHoro npuema. ns aHanusa 6blInM oTO6pa-
Hbl 107 aHkeT (39,5% OT BCEXx NpPOONEpPMPOBAHHbLIX, WK
42,3% OT BCeX COOTBETCTBOBABLUMX KpUTEpUAM 0OTOOPa),
18 UCKJIIOYEHbI U3 aHann3a B CBA3K C OTCYTCTBMEM B aHKETe
HEOBXOAMMbIX AaHHbIX (CBEAEHUN O B6OTyNMHOTEpPANnuuU, Apy-
rOM aHTUCNacTUYECKOM W/UAN OPTOMEAMYECKOM JIeYEHUN)
M HEBO3MOXHOCTbIO MONAYYUTb HEOBXOAMMbIE CBEAEHUS NPU
onpoce npeactaBuTenen naumeHTa.

XapaKTepUCTUKM BbIGOPKM (rpynn) uccnepoBaHusa

M3 107 nauMeHToB Manb4ynKoB 6bilo 68 (63,6%).
Bo3pact Ha momeHT CAP coctaBun ot 2,4 go 18 ner,
MeamaHa — 5,0 (3,9; 6,9) net. Ha MOMeHT npoBeaeHus
onpoca nocne CAP npowno ot 12 go 41 mec, meaua-
Ha — 20,8 (16,5; 26,7) mec. Y 106 (99,1%) neten 6biau
OBycTopoHHMe dopmbl ALIMN: cnactnyeckas aunnerns wam
cnacTtMyeckun TeTpanapes, y 1 pebeHKa — NeBOCTOPOH-
HUM remunapes. PacnpegeneHne nauMeHTOB MO YPOBHAM
[ABUraTeNlbHOM aKTMBHOCTK A0 onepauuun 6bi10 Cneayowmnm:



GMFCS | — 2, GMFCS Il — 14, GMFCS Il — 68, GMFCS IV —
22, GMFCS V — 1 pe6eHoK. o CP 60TynnHoTEpPanus (xoTs
6bl 0OAHa MHBbEKLMS) Oblna npoBeaeHa y 71 (66,4%) pebeHKa.
Cpoku oT nocnegHen 6otynuHoTepanum go CAP coctaBunun
ot 3 go 108 mec, meagnaHa — 12 (8; 24) mec.

OCHOBHbIe pe3ynbTaTbl UCCNIEA0BaAHUSA

BotynuHoTepanusa

B nocneonepauuMoHHOM nepuoge O6OTyIMHOTEpanus
6blna npoBeaeHa 24 (22,4%) nayumMeHTam, U3 HUX 4 60TyN0-
TOKcuH TMna A (BTA) BBeaeH BrepBble (BO3pacT Ha MOMEHT
onepauun — ot 2,4 0o 2,6 rogay 3 geten n 17 nety ogHoro
nauyueHTta). Cpokn ot CAP go 60TynnHOTEpPAnUM Bapbupo-
Banu ot 1,5 o 36 mec, megnaHa — 10,7 (6,9; 16,4) mec.
MHbekumn BTA nocne CAP TONbKO B MbllLbl BEPXHUX
KOHEYHOCTEN BbINOSHEHbI Y 4 AeTeNn, TONbKO B MbllLbI
Hor — y 10, 0oAHOBPEMEHHO B MbIlLblI PYK M HOr — eLlle
y 10, B C/lOHHbIE }KeNne3bl A9 KOPPEeKLUMU XPOHUYECKOM
cuanopen — y ogHoro pebeHka (tabn. 1). PacnpenenexHue
nauMeHToB MO YPOBHIO GYHKLMOHANbHOM aKTMBHOCTM MO
Knaccndukaumn GMFCS cpean noOAyYMBLUMX WMHBEKLMHK
BTA nocne C[P cooTBeTCcTBOBaNO TaKOBOMY A0 onepaluu
(6onbwmrHcTBO ¢ GMFCS ). Poantenu 9 (45%) ns 20 naum-
€HTOB CO06LMAN, YTO HE 3aMETUIN 3Ha4YMMOoro adpdeKTa ot
MHBEKLUMI B MbILLbI HOT.

Mpunem muopenakcaHToB

Ha momeHT onepauum TonbKo oaMH pebeHok ¢ GMFCS V
NPUHMMan nepopasbHO MMOPENAKCAHT LIEHTPaNbHOIO AeK-
ctBuA — 6GaknodeH. o n nocne CAP 3TOT nmaumeHT He
nonyyan uHbekumn BTA. MNocne nposepexHva CAP npuem
6aknopeHa OTMEYEH B aHKETE TOJIbKO Y 9TOr0 e NauueHTa,
ocCTallbHble COOOLWMAKN, YTO MepopasibHble MUOpPENaKCaHThbl
3a yKasaHHbIM nepuoa HabnioaeHUs He UCMoNb30Basu.

OpronegmM4yecKne onepaumm

MNocne CAP opToneauyeckne onepaumm Oblnv NpoBe-
feHbl y 26 (24,3%) peten. BospacT npoBeaeHus opTtone-
AMYEecKnx onepaumn BapbupoBan oT 3,3 po 12,7 roga,
MeanaHa — 5,9 (5,0; 8,5) roga. Bpems ot C[JP go optoneau-
Yeckour onepaumun BapbupoBano ot 3,5 go 34 mec, meava-
Ha — 14,8 (8,0; 22,6) mec. Y AByx TpeTen aeten nposeaeHsbl
TOMIbKO MSAArKOTKa@HHblE OpPTONeAnYecKMe BMellaTeNbCTBa Ha
HUXKHUX KOHEYHOCTAX (YAJIMHEHWE M MNAacTUKa CYXOMMUIIbHO-
MbILEYHbIX CTPYKTYP) (Tabs. 2), n3 H1x B 11 cnyyasx BbINos-
HEeHbl MaloOMHBa3WBHbIE onepauuu (No metoay Ynb3wbarta,
CEeNIEKTMBHOE YPECKOoXHoe MuodacumnanbHoe YATUHEHUE
(SPML — selective percutaneous miofascial lengthening),
NMOAKOXHAs aXuUNIoTOMKS), B 2 — MPUMEHEHbI Knaccuyeckne
METOAbl ONepaTMBHOrO BMeLLaTeNbCTBa, elle B 4 cnydasnx
[aHHble 0 MeToAe ornepawlmm yCTaHOBUTb He yaanocb. OaHOMY

Ta6nuua 1. PacnpeaeneHune Konuvyectsa nHbekumMit BTA B LieneBble Mbllubl nocne CAP

Table 1. Distribution of BTA injections into target muscles after SDR

MbiwiLbl HOP GMFCS | GMFCS I GMFCSs Il GMFCS IV GMFCS V Bcero*
WUHbEeKLUMMU B MbILILbI HOT 20 (83%)
MKpPOHOKHbIE 2 11 13
Kam6anoBuaHas 2 2 1 5
3apHasa 6onbluebepLoBas 2 2
ToHKas 8
[onycyxoxunbHasa 1 noaynepenoHyartas 1 6 1 8
ApgyKTopbl 6eaep 1 4
Mpamas Mblwua 6eapa 1 1
MoaB3A0WHO-NOSCHUYHAs 1 1
CpefHss aroamyHas 1 1
OnunHHasa manob6epuoBas 1 1
UHBbEKLMM B MbILLbI PYK 14 (58%)
Bonbwas rpygHas 2 2 4
[Byrnasas v/unu nneyesas 1 6 2 9
TpexrnaBas nneva 1 1 2
Mneyenyyeas 3 1 4
Kpyrnbii npoHaTtop 1 7 2 10
Crnbatenu nanbLEeB KUCTU 1 1 2
MpuBoaswasn 1-1n nanew, KUCTU 1 1
UHDbEKL UM B C/IIOHHbIE }Xene3bl 1 1 (4%)
Bcero nauneHTos 2 14 68 22 1 107
Monyuunu BTA nocne CAP** 0 3(21%) 17 (25%) 4 (18%) 0 24 (22%)

lMpumeyvaHme. <*> — gona paccymTaHa ot yucna geten, nonyymswnx BTA nocne CAP (24 nauuneHTa); <**> — gona paccymMtaHa oT Yucia BCex
AeTel ¢ AaHHbIM YPOBHEM ABUraTenbHOM akTMBHOCTM Ao CAP. BTA — 60TynoToKkcuH Tvna A; CQP — cenektuBHas gop3ajibHas pU3oToMus;
GMFCS — Gross Motor Function Classification System (cuctema knaccuduKaLmm 60/bLLINX MOTOPHbIX GYHKLIMIA).

Note. <*> — ratio calculated from all children who received BTA after SDR (24 patients); <**> — ration calculated from all children with this level
of motor activity before SDR. BTA (BTA) — botulinum toxin A; SDR (CAP) — selective dorsal rhizotomy; GMFCS — Gross Motor Function

Classification System.
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Ta6nuua 2. OpToneanyeckre BmellatenbcTBa nocne CAP y naumMeHToB ¢ pa3HbiM goonepauuoHHbiM ypoBHeM GMFCS
Table 2. Orthopedic interventions after SDR in patients with different preoperative GMFCS levels

YpoBeHb Bcero Jlio6asn opToneaMyeckas MsArkoTkaHHble MsArkoTkaHHbie +
GMFCS nawuMeHToB onepauus* onepauuu** KOCTHbIEe onepauun**
| 2 1 (50%) 1 (100%) 0
Il 14 6 (43%) 6 (100%) 0
1 68 14 (21%) 6 (43%) 8(57%)
v 22 5 (23%) 4 (80%) 1 (20%)
\ 1 0 0 0
Bcero 107 26 (24%) 17 (65%) 9 (35%)

lNpumevaHme. <*> — nons paccynTaHa oT Yncna naumneHToB ¢ ypoBHeM GMFCS go CIP; <**> — nonsl paccymMTaHa oT Yucna naumMeHToB C OpTo-
neauyeckon onepauuen nocne CAP. COP — cenektnuBHas gop3anbHas pudotomus; GMFCS — Gross Motor Function Classification System

(cucTema KnaccudurKaLmMm 60bLINX MOTOPHBIX GYHKLMUIM).

Note. <*> — ratio calculated from patients with different GMFCS levels before SDR; <**> — ratio calculated from patients with different GMFCS
levels after SDR. SDR (C[JP) — selective dorsal rhizotomy; GMFCS — Gross Motor Function Classification System.

nauueHty nocne CP optoneanyeckue onepawumm 6biaun npo-
BeAeHbl ABaXAbl (yAIMHEHME MblliL, MO MeToay Ynb3ubarta).
Y Kay[oro TpeTtbero nauueHTa NpoBefeHbl CoYeTaHHble
MATKOTKaHHblE M KOCTHble onepauuu Ans KOpPpPeKLun BTO-
puyHon agedopmaumm cTon U/wmnu TalobeapeHHbIX cycTa-
BoB. Onepauun Ha Ta3006eApeHHbIX CyCTaBax BbIMONHEHbI
4 petam: y 3 — AETOPCUOHHbIE U JETOPCUOHHO-BapU3UpPYIO-
wme octeotomun (ABO) 6eaep, y ogHoro — [1BO ¢ ocTeoTo-
MWen KocTen Tasa. Poautenu ewe 3 nauneHToB COOGLLNIN
0 NNaHWUpyemMoM OpToMeanYecKOM BMmellaTenbcTee. Y nauu-
€HTOB C COXPaHEeHHOW CMOCOBGHOCTbIO K CaMOCTOATENIbHOM
xoab6e (GMFCS |-I1l) BbIMNOMAHEHbI TOMAbKO MSAMKOTKAHHbIE
onepaunn, y NaumMeHToB C BblpaXeHHbIMU ABUIraTe/lbHbIMU
orpanundeHunsammn (GMFCS 1lI-1V) — KaK MATrKOoTKaHHble, TaK
M KOMOUHUPOBaHHbLIE BMeLLaTeNbCTBa (CM. Tabn. 2).

OBCYXAEHME

Pe3lomMme 0CHOBHOIO pe3ynbraTta UccinejoBaHus

Mpn HabnogeHun aeten ¢ LepebpanbHbIM Napannyom,
nepeHecwunx CAP, onpeaeneHo, 4To nocse onepawmm y 4actm
nauMeHToB coxpaHsaeTcs unm dopmupyetca Heo6X0AMMOCTb
NPUMEHEHUA OPYyrMX METOAOB KOPPEeKUMM CnacTU4HOCTH
n opToneanyeckux gedopmaumm.

OrpaHu4eHUs UcciegoBaHus

OrpaHuyeHus, cBa3aHHble C BbIGOPKOM MccneaoBaHus,
06YyC/noB/IEHbl €ro MNMPOBEAEHUEM B OAHOM KIMHUYECKOM
LiEeHTPe, a TaKKe BbICOKOW AoJfiei NauWeHTOB, NOAXOASLLMX
nof KpuUTepuW 0TOOpa, HO He BKIIOYEHHbIX B WCCefoBa-
HWE WM aHanu3 [JaHHbIX N0 pPasHbiM MpUYMHaM. B cBsi3M
C 3TVM HEBO3MOKHO CyAUTb O PEernpe3eHTaTUBHOCTU BbIGOP-
KM U reHepasn3yeMoCTH NoJly4eHHbIX pe3y/bTaToB.

C60p AaHHbIX NPEUMYLLECTBEHHO NyTEM aHKETMPOBaHMS
n TenedoHHOro onpoca He NO3BOSET NMPOKOHTPONNPOBAThL
06GbEKTUBHOCTb Ha3Ha4YeHUs U 3DEKTUBHOCTb GOTYIU-
HoTepanuu. BeposiTHO, YacTb MaLWMEHTOB, MPOAOIKABLIMX
nosiydaTb GOTYNMHOTEPANUIO M HE YBUAEBLIMX 3HA4YUMOro
adpdeKTa, yKe UMeNnu MNoKasaHus K XMPYPruyeckon Kop-
peKuun, Toraa Kak apyrue nauueHTbl MOMIWM He Monyvyatb
HeobXoAMMylo GOTYIMHOTEPANUIO WM3-33 OPraHU3aLMOHHbIX
W WMHbIX OrPaHUYEeHU OKa3aHWs MEAWMLIMHCKOM MOMOLLM MO
MECTY }KWUTENbCTBA.

BeneHnve nauveHTtoB nocne CAP B pasiuMyHbIX LEHT-
pax cTpaHbl He MO3BOJIMIO 06GEecneyYnTb eauHbld Noaxo[
K onpeeneHunto noKasaHui U BbIGOPY MbIWL, Ans GOTY/U-
HOTEpanuu, a TakKe K XMPYPruyeckoMy fiedeHuto. ABTOpbI
MOI/IM JIMLb KOHCTATUPOBATb HAJM4ME UIIM OTCYTCTBUE BMe-

waTtenbctB nocne CAP, HO He MOIM KOHTPONMPOBATb 3TH
BMellaTeNlbCTBa Ha NpegMeT UX COOTBETCTBUA UMEIOLLMMCSH
noKasaHWaM 1 NPOTUBOMOKa3aHUSM.

ABTOpbI He oueHnBanu Ao3bl BTA ang Kaaown Leneson
MbILLLbI, MOCKO/bKY HE BCE NaLMeHTbl NofyyYanu NoapobHblie
NPOTOKOJIbl MHBEKLMIA OT crneunanmctoB. Kpome Toro, 6biim
MCNoNb30BaHbl TPU pasdnuyHblix npenapata BTA, 410 He
No3BONSAET CONOCTaBUTb UCMONb30BaHHbIE A03bl.

UHTepnpeTauusa pe3ynbratoB UCCNef0BaHUSA

B wuccnepoBaHue O6binn BKAKOYEHbl MauUMEHTbl npe-
MUMYLLECTBEHHO C ABYCTOPOHHMMKU dopmamu ALUIM (106 u3
107 netew), 60nblUMHCTBO (78,5%) — cnoco6Hble K CaMOCTO-
ATeNbHOM MK accucTupoBaHHoM xoab6e (GMFCS I-Ill), yTo
COOTBETCTBYET PacnpoOCTPaHEHHbIM Ha CEeroAHALWHUN LeHb
Kputepuam otoéopa nauuneHtoB ana CAP [8, 10]. MmeHHO
y TaKMX NaLMeHTOB onepauus no3sonser Jobutbcs 6onee
paBHOMEPHOro, 3HAYUMOr0 U LJUTENIbHOIO CHUXKEHUS cna-
CTMYHOCTH, 4YeM TepaneBTUYECKUE CTpaTernun, u nabexarb
60TyIMHOTEPANUU y psja NauueHTOB WM CyLLeCTBEHHO
CHU3WUTb 4aCTOTy UHBbEKLMIA U KONMYECTBO LieSIEBbIX MbILLL,
[14, 16]. BmecTe ¢ TeM, HaKoneHbl AaHHbIE O BO3MOXHOM
COXpaHEeHUU WK peuuanBe CNacTUYHOCTU B OTAENbHbIX
rpynnax mbiwy nocne CAP, 4To MoxeT notpeboBaTtb NPoAo/I-
YEHUSA UCNONb30BaHUA APYrMX aHTUCMACTUHECKUX METOA0B,
BK/OYaa 60TynMHOTEepanuto, nepopanbHble MUOpPenaKcaH-
Tbl ¥ YCTaHOBKY 6aknodeHoBon nomnebl [11, 14, 27]. B npo-
CNeKTMBHOM 15-neTHem HabnogeHun R.W. Dudley v coaBT.
6oTynuHoTepanusa nocne CAP noTtpe6osanack 11 (12,5%)
n3 88 nauueHtoB [19], B paboTte E.A. Hurvitz n coaBT. —
47 (53%) n3 88 nauneHToB B TeyeHWe B cpegHem 19 net
nocne onepauuun [20]. Mo gaHHbIM PE. van Schie u coaBT.,
13 (39,4%) 13 33 nauueHtoB ¢ GMFCS Il u Il B cBA3wn
C COXpaHeHWeM OCTaToO4HOM cnactuyHocTu nocine CAP MHb-
ekuun BTA NpoBOAMNUCH B UKPOHOMXHbIE U/UKN MOJTYCYyXO-
¥WUNbHbIE M NofynepenoHyaTtbie Mbilwbl. Cpokn mexay CAP
n 60TyInMHOTEpPanuen coctaBunm ot 1 go 8 net (B cpeaHeMm
3,5 roga) [15]. B HabntoaeHnn E.A. Bolster u coaBt. 13 13
29 (44,8%) netewn, nepeHecwwux CAP, Bnocneacteuu Tpe-
60Banu UHbeKUMM BTA NpenMyLLeCTBEHHO B UKPOHOXHbIE
mMblwubl [23]. B wnccnegoBanHun A.B. [JekonoBa M coaBT.
peumanB cnacTMyHOCTH onucaH y 4 (8,5%) n3 47 nauneHToB
B CPOKM OT 1 Ao 7 neT nocne onepauuu: B 2 cnyvyasax Ao
[l0ONepPaLMOHHOro YPOBHS, B 2 — TOMIbKO YaCTUYHO B UKPO-
HOXHbIX WU MPMBOASLIMX MbllLAX, NPU 3TOM NPUMEHEHME
6oTynuHoTepanuun nocne CAP He ynomuHanoch [21]. B npo-
CMNEKTUBHOM HabnoaeHun 3a pedynstatamu CAP y 10 nauu-



€HTOB co cnacTtuyeckon aunnernen (GMFCS Ill) B cpoKkn oT
6 0o 12 mec nocne onepauuun TakKe oTMeYeHbl HapacTaHue
CMaCTUYHOCTM B OTAENbHbIX MblLWLLAX HOT Y 6 U3 HUX U NOSsIB-
NIeHMe NOoKa3aHWMn K 60TyNnHOTepanun y 1 naymMeHTku [22].
Mo HawuM gaHHbIM, B cpoku oT 1,5 go 36 mec nocne CAP
60TynMHOTEpPanus noTpeboBanachb Kaxkagomy naromy (22,4%)
pebeHKy, 4TO BTpoe HUKe notpebHocTn B BTA go CAP
(66,4%). Takum 06pa3oM, HallK pe3ynbTaTbl NOATBEPKAAOT
coxpaHeHne NoTPebHOCTM B NPOBEAEHMM aHTUCNACTUYECKO-
ro nevyenunsa nocne CAP, x0T M y MeHbLEN A0NU GONbHbIX.
bonblon pazbpoc B ny6AMKaLUsax CBEAEHWIW O YacToTe Npu-
MeHeHus 60TynnHoTepanun nocne CAP, no Bcen BUANMOCTH,
CBSi3aH C pas3MynsaMu B BO3pacTe NPOBEAEHUS U TEXHUKE
onepauuu, WCXOAHbIX MapameTpax MNauMeHTOB M CpoKax
HabnaeHus.

C[P 3aTparvBaeT nNperMmylLLeCTBEHHO TOHYC MbILIL, HOT,
TOrAa Kak Aana 60/blKWHCTBA NaLMEHTOB C ABYCTOPOHHMMM
dopmamu [LIN xapakTepHO BOBNEYEHMUE B NATONOrMYECKUIN
natrepH u mblwy, pyK [28]. OgHaKo, MO HalKM AaHHbIM,
y 60nblUMHCTBA NauneHToB (83,3%), Nony4ymBLINX OOTYU-
HoTepanuio nocne CAP, nHbekuun BTA 6bilIM BbIMNOAHEHDI
B MblWLbl HOT. [TpM 3TOM OKONO MOMOBWHbLI POAUTENEN ITUX
nayneHToB (45%) oTMeTUnn HeadPEKTUBHOCTb BGOTYIMHO-
Tepanuu. B yncne npuymMH MOXKHO BblAENWUTb HecoBnageHue
OXMUOaHUW poauTenen ¢ OO6bEKTUBHbIMU BO3MOXHOCTAMMU
MeToda, MOrpelHoCcTM B BblI6GOpe MbllL-MULIEHEN U 03
npenapaTta, HEONTUMalbHYIO TEXHWKY MPOBEAEHMS UHDBEK-
uun. Bmecte ¢ Tem, Hanbonee 3Ha4YMMbIM, Ha Halw B3rnaa,
aBnsetca GakTop GopMUPOBaAHUS U HAKOMIEHUSA BTOPUYHbIX
M3MEHEHWIN B MblllLax 1 opToneanyeckux gedbopmanmm Ha
doHe npealwecTByolEn cnacTUYHOCTK [6]. MeanaHa BO3-
pacTa nauneHToB B UccnegoBaHnn Ha momeHT CAP cocTtas-
nana 5 net, 4YTo 0O3HaAYaeT, YTO y YacTu NauMEHTOB K onepa-
LMK yXKe MoK 6blTb CHOPMUPOBAHbI YKOPOYEHUS MbILUL,
Hanbonee 4acTo BOBNEKaeMbIX B MaTTepPH CMacTUYHOCTU
(MKPOHOXHbIE M KambGanoBWAHbIE MblWLbl, MeanabHble
XaMCTPUHTIU (MONYCYyXOXMbHAA M NoaynepenoH4yaTas Mbill-
Lbl), TOHKasa Mblwua) [29]. Y oeten B HalleM nccreaoBaHun
MMEHHO 3TV MbllLbl 6blNM Yalle APYrMx LeneBbiMU ANS
60TyIMHOTEPANUN, PeaKo — afaykTopbl 6egep. MHbIMU
cnoBamu, MHbeKunn BTA B MbllwLbl HOr nocne CAP He moryT
6biTb aBCONOTHO OOBLEKTUBHBLIM KPUTEPUEM peunamBa
CMacTUYHOCTM Noce onepaLmn, NOCKObKY He TONbKO cnac-
TUYHOCTb, HO U BTOPMYHbIE M3MEHEHWUS MbIWL, CMOCOGHbI
NPUBOAUTL K MaTONOMMYECKMM YCTaHOBKaM. 3TO noapasy-
MeBaeT Heob6XoAMMOCTb TuatenbHon auddepeHunaymm
AWHAMMYECKOro M PUKCUMPOBAHHOIO KOMMOHEHTOB ABUra-
TeNbHbIX OFPaHUYEHUI B MbllLL@X HOM Y NaLMeHToB, nepe-
Hecwux CAP, Bo nsbexkaHne HeornpaBaaHHOrO Ha3Ha4YeHUs
60TyIMHOTEPANNUK U 415 CBOEBPEMEHHOMO Nepexoaa K opTo-
neaMyYecKUM XMPYPruyecknm MeToaam KOppeKLnu.

B 60/1blUMHCTBE paHee ony6nMKoBaHHbIX paboT uenesble
MblWLbl 4ns 60TynnHoTepanuu nocne CAP nn6o He ynoMUHa-
toteqa [19, 20, 24], nMbo yNnoOMUHATCA UKPOHOXHbIE, Nony-
CyXOXWNbHas U nonynepenoH4yatas Mblwubl [15, 23]. Takke
OoTMeYatoTcs Ciyyau peuunanMBa CcnacTM4YHOCTM B afayKTopax
6enep 1 npsamon mMbiwue 6eapa [21, 22]. Mbl He 06HapYKK-
M coobleHnn 06 nHbeKumsax BbTA B BepXHME KOHEYHOCTH
C aHanM30M LeneBbiXx MbIWL, Ana 60TynnHOTEpPanuu, XoTs
MMEHHO MbllWLbl PYK, Ha Haw B3NS4, MOryT ocTaBaTbes
NOTEHLMaNbHbIMX MULIEHAMU 415 NPOAO/IKEHNS KOPPEKLMM
cnacTUYyHocTK y naumeHToB ¢ LI, nepeHecwmx CAP.

B pa6ote E.A. Hurvitz n coaBT. MnopenakcaHTbl nocne
COP HasHavyanu 38% 60nbHbIX, 6aknodpeHoBas nomna
6bina yctaHoBneHa 15% nauueHnTtoB [20]. B HabnwogeHun
3a 95 nauumeHtamu nocne CAP B TeyeHne 20-28 net
T.S. Park # coaBT. OTMETU/IM UCNOIb30BaHWE aHTUCNacTUye-

CKMX nepopasnbHbiXx npenapatoB Yy 22% 60/bHbIX, YCTAHOBKY
6aKknodpeHoBon nomnbl B 3% cnyyaes [14]. B Hawen BbIGOp-
Ke MaLMeHTOB TONbKO OAMH MPOAOKWUA NMPUHUMATL paHee
(no CAP) Ha3Ha4vyeHHbIN 6aKnodeH. YYnTbiBas BbICOKYO OO0
neten ¢ GMFCS V-V (23; 21,5%), MOXXHO KOHCTaTMPOBAaTb,
YTO MaLMEHTbl, Hy)KAaloWMecs B CUCTEMHOM aHTUCNacTuye-
cKom neyveHmn [30], B neproa HacTosaLWero nccneqoBaHns He
nony4anu ero B nosHon mepe. C 4pyron CTOpOHbI, pa3nmyuns
B YacToTe MCMONb30BaHUsA NepopanbHbIX U MHTPaTEKaNbHO-
ro0 MMOPENaKCaHTOB B Hallel M paHee OMUCaHHbIX rpynnax
nauueHToB MOryT ObiTb CBSI3aHbl C pa3HULIEW B BoO3pacTe.
B Hawem uccnefoBaHWM MefuaHa Bo3pacta cocTaBasna
5 neT, Torga Kak B YNOMSIHYTbIX Bbille paboTax ndyyanu nede-
HME NOAPOCTKOB M B3pochbIx ¢ ALIM.

M3BecTHO, 4yTo nocne CAP y aeten ¢ AL coxpaHsaeTcs
noTpebHOCTb M B OpTOMEeAMYECKON KoppeKuun. B Hawem
nccnegoBaHum nocne CAP xots 6bl ogHa opTtoneguye-
CKas onepauus O6blna npoBedeHa B TeyeHue oT 3,5 Ao
34 mec (mMegnaHa — 14,8 MeC) y Kax[oro 4eTBepToro
pebeHka (24,3%), B 60nblMHCTBE cnyvyaeB (65,4%) Ha
MATKUX TKaHSX (YAJMHEHWE MAWM NaacTUKa MblWL, U CyXO-
XMUIUM HUXKHUX KOHEYHOCTEN), B KaXXOOM TPETbEM cly4vae
(34,6%) ana KoppeKkuun BTOpPUYHOW Aedopmauummn cTon
n/mnn Tas3ob6eapeHHbIX CyCTaBOB NPOBEAEHbl COYETaHHbIE
MATKOTKaHHblE M KOCTHble onepauunn. B uccnegoBaHuu
E.A. Bolster n coaBT. opToneanyeckue onepaunun Tpebosa-
nucb 16 (55%) M3 29 naumeHToB B TeyeHue oT 2 Ao 9 ner
nocne CAP (B cpeaHeM 4yepe3 4 roga 11 mec). HeTBepbiM
netam notpeboBanucb ABe MOBTOpHble onepaunn [23].
B HabnwogeHun PE. van Schie n coaBT. opToneanyeckue
BMelartenbctBa 6b11m nposeaeHbl 10 (30%) u3 33 nauunex-
TOB cnycta 2—7 net nocne CAP (B cpeaHem 4 roga 4 mec).
bonbwmrHCTBO M3 HUX (8 U3 10) 6binn ¢ GMFCS Il [15]. Mo
faHHbIM R.W. Dudley n coaBT., MArKOTKaHHble onepauuu
nocne CAP 6binv BbinoAHeHbl y 17 (19,3%) ns 88 nauunex-
TOB, COYETaHHble MATKOTKaHHbIE M KOCTHble onepauvm —
ewe y 8 (9,1%) [19]. B uccnepoBanuu T.S. Park v coaBT.
nocne CAP opToneanyeckve BmelaTenbcTBa notpebosa-
nucb 57% nauuneHTtos [14]. E.A. Hurvitz n coaBT. ynomuHatoT
ele 60MblUMA NPOLIEHT OPTONEANYECKUX onepauui nocne
COP — 74%, n3 KoTopblx 63% — MSArKoTKaHHble n 36% —
c BoBneyvyeHnem 6egpa [20]. Bbicokas 4YacTtoTa oprtoneau-
YeCKMX onepauui B nocnegHeM uccneaoBaHWM, BEPOSITHO,
obycnoBrieHa KaK 6onee cTapwum BO3pacToM MNalMeHToB
(6 £ 3,9 roga), Korga y 4acTv U3 HUX yKe ycrneBatloT chop-
MUPOBaTbLCS BTOPUYHbIE opTOoneanyeckue aedopmauimm, Tak
W ANUTENbHBIM CPOKOM MOCNeonepaLMoHHOro HabnoaeHu1s
(B cpeaHem okono 20 net). B cBoeM nccnegoBaHMmM Mbl He
OLleHMBaNW Hannyne NoKasaHUi K opToneamMyecKkum onepa-
umnsam go CAP, HO OTHOCKTENIbHO paHHWE CPOKK opToneanye-
CKMX BMELWaTeNbCTB CBUAETENLCTBYIOT O TOM, YTO NaLMEHTHI
npoxoannun CAP, y>ke umest cbopMmnpPOBaHHbIE KOHTPaKTYpPbI
W OTKNadblBas BMeLaTeNbCTBO A0 YCTPAHEHUS BblpaxeH-
HOW cnacTUYHOCTU. TaKMM 06pas30oM, KaK No HallMM AaHHbIM,
TaK 1 No HabnaeHnsam 3apybexkHblx konner, CP He n3bas-
NnFeT 0T He06X0AMMOCTH NPOBEAEHUS OPTONEANYECKMX One-
pauuni, HO, BEPOSITHO, CHWUMKAET MX KOMMYECTBO M YBENUYH-
BaeT BO3pacT NepBoOro BMelaTenbCTBa, YT0 NOTEHLMaNbHO
yMeHblaeT puck peungusa [7, 24]. Onepaumm BKAOYaAOT
B ce6s KaK yaIMHEHUE CYXOXMWIbHO-MbILEYHOro annapara
HUXKHWMX KOHEYHOCTEN, TaK M KOPPEKTUPYIOLLME OCTEOTOMUMU
CTOM, KOCTEW roneHewn, 6eaep v Tasa.

OCO6EHHOCTbIO BbIBOPKM HALWLEro UccneaoBaHus ABNseT-
CS BbiCOKas AoNs cpean MArKOTKaHHbIX onepauun (B 11 m3
17 cny4yaeB) MaNOUHBA3MBHbIX BMeLLATeNbCTB (N0 MeToay
Ynb3nbata, SPML, nogkoxHown axunnotomun). C ogHoOM CTo-
POHbI, 3TU MeToAbl MPUBEKATENbHbI 415 NaLMEHTOB CBOEN
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OpuruHanbHas cTaTbs

Masion TPaBMaTUYHOCTbIO U BbICTPbIMKU CPOKaMK Nocneone-
paLMOHHOro BoccTaHoBneHus. C Apyron — OHU He No3BOSIS-
0T O/HOMOMEHTHO CKOPPEKTUPOBaTb KOCTHbIE AedopmaLnn
(NoaBbIBMXM M BbIBMXM, MATONOMMYECKUE poTaLuu KOCTEN),
4yTo He obecnevyMBaeT ONTUMANbHOrO pesynbrata Ans
psiaa NauMeHTOB M, BEPOSTHO, MOBbLIWAET PUCK peuuansa
M MOBTOPHbIX BMELLATENbCTB, YTO OTMEYEHO HaMW B OAHOM
cnyyae y nalmeHTa, nepeHecLlero ABe NOBTOPHbIE onepaLmm
no mMetoay Ynb3unbaTa 3a KOPOTKUIM CPOK HabntoaeHUS.

3AK/IOYEHUE

M3BecTHO, 4To C[IP o6ecneymMBaeT CHUXKEHME cnacTuy-
HOCTM B HUXHMX KOHEYHOoCTaX Yy nauueHTtoB ¢ ALUIMN. Hamu
noKasaHo, 4To y YyacTu nauneHToB nocne CAP coxpaHsaeTcs
unn dopmupyetca Heob6XOANMMOCTb NMPUMEHEHUS AOMOMHM-
TeNbHbIX METOAOB KOPPEKLIMM CNacTUYHOCTHU M opToneanye-
CKMUX gedopmaLni, B TOM YUC/e B CBA3M C POCTOM pebeHKa.
Mo HaWwKM AaHHbIM, Hanbonee YacTbiMU MbllLAMU-MULLE-
HAMW Ans 60TynMHOTEPanuW B HUXKHME KOHEYHOCTM mocne
C/P 6bi1n: MKPOHOXHAas, TOHKAas, NOJYCYXOXKWUIbHasa U nony-
nepenoHyaTtas, pexe — KambanoBuaHas MbllLa U aadyK-
TOpbl 6edpa; B BEPXHWE KOHEYHOCTWU: KPYrblM MpoHaTop
W AByrnaBas v/unv nnevesas Mbilwlbl. N3 opToneanyecKkmx
onepauwnin nocne CAP npenmMyL,ecTBEHHO NPOBOANINCE MST-
KOTKaHHble BMeELIaTeNbCTBa, pPEeXe — COoYeTaHHble MAr-
KOTKaHHble M KOCTHble onepauunun. Takum obpasom, nocne
CP coxpaHseTcs aKTyanbHOCTb KOHTPOJS CMAaCTUYHOCTU
M OpTOMEAMYECKOro craTyca nauMeHToB. [ofydyeHHble AaH-
Hble MOTYT CNYWTb OPUEHTMPOM MPW MAaHUPOBAHUKN OPTO-
negnyecKkoro HabngeHus n 60TynnHOTEPaNnun y NaLMeHToB,
nepeHecwmx CAP.
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O6ocHoBaHHne. bone3Hb BunnebpaHga — naTosiorMs CUCTeMbl reMocTasa, XapakTepusylowascs 4ePUUMTOM nin QyHK-
LMOHa/IbHOM aHoMannen besika, y4acTBYIoLeEero B rpouecce cBepTbiBaHns KpoBu. OCHOBHbLIM MPOsSIBIEHUEM BCEX ¢QOpM
60/1€3HM SIBASIETCA reMopparmyeckmnii CUHAPOM. B ciyyae MUHMManbHbIX KIMHUYECKMX MPOSIBAEHMI AMarHoCTUKa 3abose-
BaHus 3aTpyaHnTebHa. OnucaHue KJIMHMYECKOro csy4as. Y 9-n1eTHel JeBOYKM UMEIUCh »Kasiobbl Ha YacTble HOCOBbIE
KpoBoTeyeHus ¢ 3-71eTHero Bo3pacTta. B Bo3pacTte 7 neT NpoBeAeHbl af€HIKTOMUS U TOH3UIJIOKTOMMS. Yepes CyTKM BO3-
HUKJI0 HEKYNMPYyeMoe KPOBOTEYEHME N3 OCTONEPaLMOHHON paHbl, 4719 OCTaHOBKM KOTOPOIro noTpeboBasoch nepeinBaHne
CBEXKe3aMOPOIKEHHOM M1a3mMbl. M3 ceMenHoro aHamHe3a M3BECTHO, YTO y MaTtepu AnTesbHble 06MU/IbHbIE MEHOPParuu,
3NM304 yMEPEHHOro KPOBOTEYEHUS1 B Bo3pacTe 18 neT nocnae TOH3UIIIKTOMNUM, 3NU304 KPOBOTEYEHMS BO BPEMS POAOB,
KYMUPOBaHHbIN nepeimBaHMeM CBEKE3aMOPOXKEHHOM M1a3Mbl, @ TaKKe NOSB/ISIOTCA CHOHTaHHbIE 3KXMMO3bI. Y 6abyLLKM no
MaTePUHCKON IMHUK Bbls1 3NM304 OTCPOYEHHOIO0 06M/ILHOIO KPOBOTEYEHMS U3 JIYHKN YEPEe3 CYTKM M0C/e IKCTPaKUmm 3y6a.
WcenepoBaHus 4115 BbISIBAEHUS MPUYUH FreMOpPParn4ecKoro CMHApoma y 6M3KMx POACTBEHHUKOB He NpoBoAMANU. B pe3y/ib-
Tate o6cne0BaHUs y AEBOYKM BbISIBAEH AepuUnT aHTUreHa aktopa BunnebpaHaa (cHuxeHne go 19%, Hopma 74-111%).
3aknoyeHune. [leTaM ¢ OTArolweHHbIM CEMENHbIM aHaMHE30M U ¢/6e3 MposiBAEHUSIMU reMopparMyecKoro CMHAPOMa nokKa-
3aHo npoBejeHne 1abopaTopHOro 06Cae[0BaHNs C OnpeseeHmemM aHTureHa GaxkTopa Bunnebparaa, AePUUNT nan aHo-
MaJinsl KOTOPOro SIBASIOTCS OAHUMN M3 Hanbosiee YacTbiX MPUYUH HapyLLEHUS CBEPTLIBAEMOCTH KPOBHM B JETCKOM BO3pacTe.
Knro4eBbie cnoBa: 60/1e3Hb BunnebpaHga, HOCOBble KPOBOTEYEHUS, remMopparud4eckmii CUHAPOM, CEMEMHbIN CJy4aH,
Pediatric Bleeding Questionnaire
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Late Diagnosis of von Willebrand Disease in a Child
and His Relatives: Case Study

Background. Von Willebrand disease is a pathology of hemostatic system characterized by deficiency or functional abnormality of
the protein involved in blood clotting process. Hemorrhagic syndrome is the major clinical sign for all disease forms. Its diagnosis
can be difficult in cases of minimal clinical manifestations. Case presentation. A girl, 9 years old, had complaints on frequent nasal
hemorrhages since the age of 3. Adenectomy and tonsillectomy were performed at the age of 7 years. Uncontrollable hemorrhage
from the postoperative wound has occurred on the next day, that required fresh frozen plasma transfusion for hemostasis. Family
medical history has shown that patient’s mother has long-term heavy menorrhagia, episode of moderate bleeding at the age of 18 after
tonsillectomy, episode of bleeding during delivery (stopped by fresh frozen plasma transfusion), and spontaneous ecchymoses. The
maternal grandmother had episode of delayed profuse bleeding from alveolar socket the day after dental extraction. No studies to
identify hemorrhagic syndrome causes in close relatives were conducted. Examination has revealed deficiency in von Willebrand factor
antigen (up to 19%, normal values are 74-111%). Conclusion. Children burdened family history and with/no hemorrhagic syndrome
signs and are indicated for laboratory examination to determine the von Willebrand factor antigen, whereas its deficiency or abnormality
is one of the most common causes of bleeding disorders in children.
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OBOCHOBAHME

bonesHb BunnebpaHaa — pacnpocTpaHeHHOe Hacnea-
CTBEHHOE HapylleHWe CBEepTbIBAEMOCTM KPOBM, XxapaKkTe-
pusylouweecs AedUUMTOM MK QYHKLMOHaNbHOM aHOoMa-
nMen ooHOMMEHHOro 6enka — daktopa BunnebpaHaa.
PacnpocTtpaHeHHOCTb 60Ne3HW B AETCKOM nonynsuun —
1 Ha 10 Tbic. [1]. BnepBble 3aboneBaHne onucan GUHCKUN
Bpay IpuK GoH Bunnebpang (E. von Willebrand) B 1926 r.,
Habno4aBlWKMA Y HECKONIbKMX OG/IM3KMX POACTBEHHWKOB
CMMNTOMbI MOBbILEHHON KPOBOTOYMBOCTU (HOCOBLIE, AECHE-
Bble, JIYHOYKOBbIE KPOBOTEYEHUS, 0OU/IbHbIE MEHOopparuu,
ANVTENbHbIE KPOBOTEYEHUS U3 paH) [2].

B HacTtosiulee Bpems BblAENAOT TPU OCHOBHbIX TUNa
60ne3HU: TMN 1 — YacCTUYHbIA KOMUYECTBEHHbIN AeDULINT
daKTtopa BunnebpaHga; TMn 2 — Ka4YeCTBEHHblE CTPYK-
TYpHble M3MEHeHUs daKTopa (onucaHo okono 20 noaTu-
noB, Hanbonee pacnpocTpaHeHHble — 2A, 2B, 2M, 2N);
T™MN 3 — nonHoe otcytcTBue dakrtopa [3]. TunnyHoe npo-
aBneHne 6onesHu BwunnebpaHga — remopparMyeckui
CUHAPOM MMWKPOLMPKYNATOPHOIO WM CMELIaHHOro Tuna.
CUMNTOMbI MOTYT BO3HUKaTb KaK CMOHTAHHO, TaK U B pe3yib-
TaTte TpaBMbl. ng Tunos 1, 2B n 2M 6one3Hu Bunnebpanaa
XapaKTepHa KPOBOTOYMBOCTb MO MWKPOLMPKYIATOPHOMY
TMNY (3KXMMO3bl, KPOBOTEYEHUSA M3 CU3UCTbIX 0600YEK,
06W/IbHblE MEHOPpParnuun, KPOBOTEYEHUS B pe3ynbTate MHBa-
3UBHbIX Mpoueayp v nocne tpasm), ang tunos 2A, 2N, 3 —
Nno cmMelwaHHOMYy TUMy (KpynHble remMaToMbl MATKUX TKaHen
W remMapTpo3bl B COYETAHUU C KPOBOTEYEHUSIMU MO MUKPO-
LIUPKYyNATOPHOMY Tuny) [4].

lMpy YaCcTUYHOM KONIMYECTBEHHOM AeduuuTe dakTopa
BunnebpaHga KapTMHa 60M1€3HU MOXeET OblTb BblpaKeHa
MWHMUMaIbHO, @ MeTOobl CTaHAAPTHOM abopaTopHOW Auar-
HOCTMKM (OBLWIMM aHanM3 KPOBW, aHanu3 Koarynorpam-
Mbl) ManonHbopMaTUBHbI. 10 3TOM NpuyMHe 3aboneBaHne
[AMarHOCTUPYIOT CO 3HAYUTENIbHOW 3aE€PHKON, B HEKOTOPbIX
CNny4asx B CBA3W C pa3BUTUEM reMOpparm4yeckoro cMHapoma
nocne onepaTMBHOro BMellaTeNbCTBa BMIOTb A0 XU3He-
YrpoXatouero KpoBOTE4YEHUS KaK NepBoro KIMHUYECKOro
nposiBneHns 6onesHn BunnebpaHaa [5]. Beneacteme ato-
ro 60/MbWKHCTBO cllyd4aeB 6o0ne3Hn BwunnebpaHpa auar-
HOCTUPYIOT MpPW MOCTYNJEeHWU NaLMEeHTOB B CTalMOHap
C NPU3HaKaMW AIUTENbHOr0 OTCPOYEHHOIrO KPOBOTEYEHMUS
nocnie XMpypru4yecknx BmellatenbcTB [6]. Takxe akTyasb-
HbIM SIBISIETCA BOMPOC MNO3AHEN AMArHOCTUKKM 60Ne3HM
BunnebpaHaa y AeBOYeK NOAPOCTKOBOro Bo3pacrta, Ume-
IOLMX HAPYLIEHUA MEHCTPYaNbHOroO LUMKNa B BUAE MEHOP-
parvin, ocoO6EeHHO NPU OTATOLEHHOM CEMENHOM aHaMHe3e
no remopparn4eckomy cuHapomy. B aTon cBs3u npeacras-
NSETCA aKTyalbHbIM OMWCaHWe clyyas No3AHen AuvarHoc-
TUKM 60ne3Hn BunnebpaHaa y HECKONbKMUX YNE€HOB CeMbM
C LieNblo MOBbIWEHMS 0CBEOMEHHOCTN Bpayen B BOMPO-
cax paHHero BbIIBNEHUA U NPOOUNAKTUKKU remopparunye-
CKMX OCNOXHEHWIN 3ab6oneBaHus.

KNUHUYECKHUHA NPUMEP

O naumeHTe

MauneHTka 3., Bo3pacT 9 net 7 mMec, obpatunacb Ha
aMbynaTopHbIM MpueM ¢ )anobamu Ha vacTble (4o 5 pas
B MECSL) CMOHTaHHblE OGUNIbHbIE HOCOBbIE KPOBOTEYEHMS,
Kynupyemble TaMNOHaA0M HOCOBbIX XOZ0B.

AHaMHe3 60/1e3HU

[e6ioT anncTakcuca B Bo3pacTe 3 JET, CMOHTAHHbIN,
YMEPEHHOTO XapaKTepa, Kynupyluwmnca ¢ NnoMolbio Me-
XaHWYeCcKoro HagaBnnBaHWsa. MHOMOKPaATHO KOHCYNbTUPO-
BaHa OTOPMHOMAPUHIOMOrOM MO MECTY XUTeNbCTBa, NaTo-
JIOTMK CO CTOPOHbI BEPXHWUX AbIXaTeNibHbIX MyTerW W Nop-
OpraHoB He BbiiBNeHO. B Bo3pacte 9 ner B ycnoBusax
cTauMoHapa NPOBOAWMIUCE AlEHIKTOMUS WM TOH3UMIIKTO-
MU NMOJ MEeCTHOM aHecTe3ren 6e3 OC/IOKHEeHUN. Yepes
CYTKM MOCNEe XMPYPru4yecKoro BMmellaTenbCTBa BO3HUKIIO
Bblpa*KEHHOE HEKYMMPYyeEMOE KPOBOTEYEHME U3 nocneone-
pPaLMOHHOW paHbl. B oTaeneHnn peaHnMaumm No XU3HEH-
HbIM MOKa3aHWAM MPOBEAEHO MNepennBaHne CBEXKe3aMo-
POXEHHOM MNNa3Mbl KPoBU. [MpUYMHA remMopparMyeckoro
CUHApPOMa He Oblna ycTaHOBJEHa.

AHaMHe3 XH3HU

[leBO4YKa OT BTOpPOM OGEPEMEHHOCTU, MPOTEKABLUEN
6e3 nartonornn. Poabl Ha 39-M Hep nytem KecapeBa
ceyeHud. lNpu poxaeHun macca Ttena — 3050 r, anvHa
Tena — 52 cMm, oueHKy no APGAR maTb pebeHKa He nom-
HWUT. Annepruyeckve peaxkuuum y [OEeBOYKM OTCYTCTBYIOT.
BaKuMH1poBaHa B COOTBETCTBUMN C HaLMOHAbHbIM KaeH-
Japem no Bo3pacTy. Ha nepBOM rogy XM3Hu pocnia 1 pas-
BMBanacb 6€3 0CO6EeHHOCTEN.

CemeHHbIA aHaMHe3

Y matepu pebeHKa AMTenbHble MeHopparumn (06unbHble,
6onee 7 cyT), aNU30[4 YMEPEHHOIO KPOBOTEYEHUS B BO3pac-
Te 18 net (nocne TOH3UNIKTOMUMU) N AMU30[ KPOBOTEYEHUS
BO BpeMS POAOB MyTeM KecapeBa CEYEHWs, KynupoBaH-
HbI NepeMBaHWEM CBEXE3aMOPOXEHHON Nia3Mbl, MEPUO-
[AMYECKM BO3HUKaloLWME CMOHTAHHO 3KXMMO3bl. Y 6abyliku
Nno MaTePUHCKOW NMHWKW 3MMU304 OTCPOYEHHOrO0 OBMIBHOrO
KPOBOTEYEHUSA YEPE3 CYTKM NoCcNe IKCTpaKumMu 3yba, nepumo-
AWYEeCKM BO3HMKalOWME IKXMMO3bl. Y CTaplieh CcecTpbl
1 OTLa *Kanobbl Ha remopparMyecKkMin CUHAPOM OTCYTCTBYIOT.
PoACTBEHHMKM NaLMEHTKM Ha NpeaMeT NaToiorMn CUCTEMBbI
remMocta3sa paHee He 06cneoBaHbl.

dusuKkanbHaa AMarHocTMKa

Mpn KIMHUYECKOM OCMOTPEe B pamKax ambynaTopHOro
npuemMa Gu3nYecKoe pasBUTUE MALUEHTKU COOTBETCTBYET
Bo3pacTy. Habnoganncb elMHUYHbIE 3KXMMO3bl pa3mMepom
[0 3 CM B AMaMeETPe Ha HUKHUX KOHeYHOCTAX. Mame aeBou-
K1 6bINO MPeanoXXeHo 3anoiHUTbL COBMECTHO C Bpayom ¢op-
My neanaTpuyecKom WKanbl KpoBoToumBoctn PBQ (Pediatric
Bleeding Questionnaire) (cM. MpunoxeHWe), BKIOYAIOLLYIO
BOMPOCHLI 0 BO3pacTe, rpynne KpoBu, KOJIMYeCTBE 3MU30408
KPOBOTOYMBOCTH, UX JIOKaNU3aLuu, AJIUTENbHOCTU, KOMHO-
CNMM3UCTBIX NPOABIIEHUAX, MEPONPUATUAX, TPEBYIOLLMXCA AN
OCTaHOBKM KpoBoOTe4YeHUs. OLeHKa Mo LWKase KPoBOTOYU-
BOCTM cocTaBuna 11 6annoB, YTO COOTBETCTBYET BbICOKO-
MY PUCKY KPOBOTEYEHUSA (YCTaHaBMBaeTCA MpU OLeHKe
> 2 6annos) [7]. Ha MOMEHT OCMOTpa XMPYPru4yecK1x BMe-
LIaTenbCTB HE MPOBOAMIOCH, OAHAKO OCYLLECTBNSANACh BEHE-
NYHKUMSA 019 B3ATUS KPOBU Ha UCCNef0BaHMS.

MpepBapuUTenbHbIA AUArHo3
Dednunt daktopa Bunnebpanaa.
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AnHamMuKa U ucxopbl

WccnefosaHue napaMeTpoB CUCTEMbI remMocTasa npu
NOCTYMJIEHUU BLISBWUIO YBEJIMYEHUE aAKTUBUPOBAHHO-
ro 4acTtMyHoro TpoM6OMnaacTMHOBOro BpemeHn (AYTB)
0o 48 ¢ (Hopma 26-40 c), cHuxeHune ypoBHs VIII dakTopa
no 25% (Hopma 60-150%) u aHTureHa daktopa Bunne-
6paHaa Ao 19% (Hopma 74-111%). YpoBeHb apyrux ¢akxTo-
poB ceepTbiBaHua (VII, X, XI, XIl) B npeagenax pepepeHCHbIX
3Ha4veHun. lpu uccnepoBaHuu arperauun TPOMOOLMTOB
C pUCTOMULMUHOM (0,77 Mr/Mi) OTKIOHEHUIN HE BbISIBJIEHO.

lpoBeaeHo uccnegoBaHue NapaMeTpoB CUCTEMbI FEMO-
CTaza y POACTBEHHUKOB. Y MaTepu BbIAB/IEHO CHUXKEHWe
dakTopa VIl go 21% (Hopma 60-150%), aHTUreHa dpaKTopa
BunnebpaHga 0o 13% (Hopma 52-152%) v yBenuyexHue
AYTB po 44 c (Hopma 26-40 c). YpoBeHb Apyrnx dakro-
poB ceepTbiBaHua (VII, X, XI, XIl) B npeagenax pepepeHCHbIX
3HayeHun. Y cecTpbl NauMEHTKM ypOBEeHb aHTUreHa dak-
Topa BunnebpaHga 100% (Hopma 58-136%), daxtop VIII
70% (Hopma 60-150%), y otua — aHTUreH dakropa
Bunne6bpaHaa 156% (Hopma 52-152%), daktop VIII 100%
(Hopma 60-150%). Ha ocHoBaHWW anob, AaHHbIX aHam-
He3a MauWMeHTKM U POACTBEHHUKOB W peaynbratoB nabo-
paTopHOro o6cnefoBaHust y NauUMEHTKUM AMarHOCTMpOBaHa
60one3Hb BunnebpaHaa, Tmn 1.

MporHo3

MporHo3 ang »u3Hu 6naronpuaTHbIM NpK cCnepoBa-
HMU NaLMEHTKOM peKomeHZauusaM Mno npefoTBpalleHuto
KPOBOTEYEHUIN, B YAaCTHOCTM MpPK coBNOAEHUN NoJobpaH-
HOV 3aMecTUTe/NlbHOW Tepanuu npenapaTtamMmu dakTopa
Bunne6paHga un VIl daKTopa cBepTbiIBAEMOCTU KPOBMW.
3amecTuTenbHas Tepanus AOIKHA MPOBOANTLCSA KaK MOXK-
HO paHblle NPU TPaBMaTUYECKUX MOBPEXKAEHUAX UK NOSAB-
JIEHUU MPU3HAKOB KPOBOTEYEHMS. XMPYPruyecKkoe fieyeHue
JONYCTUMO TONIbKO MPW HanM4yMM BCEro HeobXxoAMMOro
ob6beMa npenaparta, cogepraliero gaxktop BunnebpaHaa
n/vnn VIl daKkTop cBEPTLIBAEMOCTH, @ TaKKe BO3MOXHO-
CTV NabopaToOpPHOro U KIMHUYECKOrO KOHTPOA 3pdEKTUB-
HOCTM remMocTasa.

BpemeHHan wKana
XPOHONOrMs OCHOBHbIX COOLITUIM Yy NauMeHTKK J. npea-
CTaBJ/IEHa Ha PUCYHKe.

OBCYXAEHMUE
MpeacTtaBneHHbIV KIMHUYECKUIA ClydYal NOKa3bIBAET BaK-
HOCTb CBOEBPEMEHHOM AMArHOCTUKKM 6one3Hn BunnebpaHaa,

TaK KaK peuuanB reMopparMyeckoro CMHApPOMa MOXKET 6biTb
BHe3anHbiM, C Pa3BUTUEM XW3HEYrpoMXaloLllero KposoTe-
YEeHUs U HEeoBXOAMMOCTbIO 3KCTPEHHOW rocnutTanmnsaumu
M XUPYPrMyeckoro BMellaTenbcTBa. PaHHAS AMarHocTuKa
Heobxo4Mma B TOM YMUCIE U C LeSblo NPOOUNaKTUKK peLuu-
OMBOB remopparmyeckoro cuHgpoma. AuddepeHunanbHyto
[MarHoCcTUKy cnegyet NpoBOAWUTb C reModUInsSMKU, Hacnea-
CTBEHHbIMM Tpomb6ouuTONaTUAMKU, TPOMOOLMTOMEHUAMMU,
nebnuntamm apyrux GpakTopoB CBEPTbIBAEMOCTU KPOBMU
(viI, X, XI, XIlI, Xlll). CornacHO POCCUUCKUM KIUHUYECKUM
peKoMeHaauuam no sedyeHuto 6one3vn Bunnebpanpa [8],
a TakXKe 3apybexkHbiM WMCTOYHMKam [9], B KayectBe mep
NPOodPUNAKTUKM PEKOMEHAYETCS OCMOTP NauMeHTOB remaTo-
10roM, CTOMaTto/0roM, FTMHEKOIOrOM M OPTOMEAOM ABaxfbl
B rof, oCcTajbHbIMK cnieunanmcTtaMm — no HeO6X04AUMOCTH.

MeanKamMeHTO3HOE Jfle4eHne MoKa3aHo MnauneHTam
C 9MM304aMW YMEPEHHbIX WUAN TAXKENbIX CMOHTAHHbIX WK
NoCTTpaBMaTUYECKUX KPOBOTEYEHUIN NGO C peunanuBupy-
IOLWMMU KPOBOTEYEHUSAMMU JIIOOON CTEMNEHU TAMECTU, CHU-
KaoWNMK KavyecTBO KMU3HU pebeHKa, a TaKkKe B cryvasx,
Korga nfaHupyeTcs Xupypruyeckoe BmelaTenbctso [8].
C aTOoM Uenblo nNpeanaraeTcs MCNOAb30BaTb CUHTETUYE-
CKWIM aHanor BasonpeccuHa (4ecMonpeccuH), MHFMOGUTOPbI
dnbpmnHONM3a (TpaHeEKcaMoBas KMcnoTa, aMMHOKaMnpPoOHO-
Bas Kucnota), KoHueHTpaT FVIII ¢ go6aBneHnem dakrtopa
BunnebpaHga [8]. NMaymeHTam ¢ TaxKenon ¢opmon 60ne3Hu
BunnebpaHia ¢ peunamBUpyOLLMMU KPOBOTEYEHUAMU U3
C/IU3UCTbIX 060/I04YEK MU C KPOBOUSNUSHUSMKU B CyCTaBbl
MOXeT OblTb PEKOMEHAOBAHO NpoduUNaKTUYecKoe BBeae-
HWEe npenapaTtoB 3aMeCTUTENIbHOM Tepanuu B AOMallHWX
ycnosusx [9]. C npodunaKTUHECKON LeNbio pa3 B rog
pPEKOMEHAYETCS KOHTpOInpoBaTh NoKasatenu A4TB, pucto-
LLeTUH-KOhaKTOpHYyt0 akTuBHOCTb (von Willebrand Factor
ristocetin cofactor activity, VWF:RCo), akTMBHOCTb daKTo-
pa VllIl, KnnHM4YecKoro aHanunsa Kposu [8, 9.

MpK NNaHMpPOBaHWUM XMPYPIrMYECKOro NeYeHns nauueH-
TOB ¢ 60ne3Hbl0 BunnebpaHaa no NoBOAY COMYTCTBYOLLMX
3aboneBaHnM HeOOXOAMMbl yd4acTue xupypra, aHecTe3uo-
nora, remartofiora u no6bIX APYrMx Bpayen, y4acTBYOLWMX
B JIeYEHUU NaLMeHTa, a TaKKe KOHTPO/b Bblllenepeyuc-
JIEHHbIX MOKa3aTefien KoarynorpamMmbl U GaKTopoB CBep-
TbiBaHMs KpoBM [8, 9]. B Takux ciy4asx B 3aBMCMMOCTH
OT NabopaTopHbIX U KIAMHWYECKUX AaHHbIX (MPOSBAEHUS
KPOBOTOYMBOCTU B MOMEHT WUCCNefoBaHUs) MHAUBUAYab-
HO pellaeTcs BOMPOC O NPoBeAeHMM NnepuonepaumoHHOM
NPodUNaKTUKKM NyTEM BBEOEHUS KOHLLEHTpaToB (GaKTopoB
cepTtbiBaHusa (FVIII + FW) u ucnonb3oBaHua gecmonpec-

PUcyHOK. XpoHonorus teqeHnsa 6one3nn Bunnebpanaa y naLumeHTKn 3., KtoYeBble COObITUS
Figure. Chronology of the von Willebrand disease course in patient E., key events

YacTble (10 5 pas B MecsL)
CMOHTaHHbIE HOCOBbIE
KpOBOTEYEHMUS,
KoHcynbTraumu JTOP-Bpayen

BblparkeHHOoe HeKynupyemoe
KpOBOTEYEHME B NOCTONEPALMOHHOM
nepuoae nocne afeHIKToMun
1 TOH3UNIIKTOMUM (NepennBaHune
CBEXXE3aMOPOXKEHHON NNa3mbl)

OKXMMO3bI, KpOBOTEYEHWE
M3 NYHKU Yepes CYyTKU
nocne yganeHus 3y6a




CVHa Npu pasBUTUU KPOBOTEYEHUS B MOCNeonepaLMoOHHOM
nepuoge [10]. Tak, Hanpumep, Yy NaUMEHTOB C HEe3Hauu-
Te/lbHbIM PUCKOM KpOBOTEYeHMs Mo wKane PBQ wnaun npwu
MasblX XMPYPruyecKux onepauusix (Hanpumep, opasnbHble,
CTOMaTONOrMYECKME, BarnHanbHble) 4acTO MOXHO MCMOSIb-
30BaTb TO/IbKO aHTUOUOPUHOAUTHUYECKYIO Tepanuio [10].
Mpn NOAroTOBKE NauMEeHTOB K MOAOCTHLIM XMPYPrUYECKUM
BMelaTenbCcTBam MM MPU MaCCHUBHbIX KPOBOTEYEHMAX
peKoMeHayeTca BBeAeHWE KOHLEeHTpaToB GaKTOpoB CBep-
ToiBaHus (FVIII + FW) ¢ conpoBoAUTENbHOM TEpanmMen UHIn-
6utopamu pubpmHonuiza [10].

Cpeav nepenoBbiXx METOAOB fie4yeHus 6one3Hn Bunne-
6paHaa 1-ro 1 2-ro TMNOB B KayecTBe npenapata nepson
NIMHWUK Yy NaLMEHTOB cTaplle 2 neT NpUMEeHsieTcs LecMo-
MPECCHUH, KOTOPbIN CTUMYNNPYET BbICBOOOXKAEHNE daKTopa
BunnebpaHga U MOXET CNoco6CTBOBaTb YBEIMYEHUID KOH-
ueHTpaumm FVIII [10]. Y nauneHToB ¢ HeTSenbimu Gpopma-
MW 60ne3HK BunnebpaHaa BO3MOXKHO NpUMEHEHWe npena-
paToB fecMOonpeccuHa BHYTPMBEHHO, MOAKOMXKHO MW B BUAE
HasanbHoro cnpes [10]. [pumeHeHWe y aeTen B Bo3pacTte Ao
4 neT NpoOTMBOMNOKa3aHo. [JecMONpPeccuH Takxe nNpoTMBOmMo-
KasaH npu 6one3Hu BunnebpaHaa 3-ro Tuna n3-3a Hegocta-
TOYHOM 3PDEKTUBHOCTU M Mpu TUNe 2B n3-3a NoBbILWEHHOIO
CBSI3bIBaHMA C TpOMOOLMTaMK C NOC/EAyoLLEN TPOMOOLMTO-
nexHunen [10]. MHOrMe nauuneHTbl ¢ 601e3HbI0 BunnebpaHga
2-ro TMMNa He pearuvpyroT Ha AECMOMNPECCUH W HYXAaloTcs
B Apyrux metogax nevyenuns [10]. Taknm 60MbHbIM, @ TaKKe
nauneHTam ¢ 6one3Hblo BunnebpaHga 3-ro Tuna nokasaHa
MHOY3UA KoHueHTpaTa daKTtopa cBepTbiBaHus VI, KoTo-
pPbIi COAEPKUT U KOMMOHEHTbI paKTopa BunnebpaHaa [10].
MpeanoYTnTENbHO MCMNOAL30BaTb Npenapatbl, B KOTOPbIX
coaepxaHue ¢aktopa VIl He npeBblWaeT KOHLEHTpaLuio
dpakTopa BunnebpaHga, Tak KaK U36bITOYHAs aKTMBHOCTb
dakTopa VIl B KpoBM 60/bHbIX ¢ 60/1€3HbI0 BunnebpaHaa
MOXET NPMUBECTU K pa3BuTHio Tpomoo3o. [10]. lMpenaparhl,
KOTOpble cofepKaT BbICOKOMOJIEKYASPHbIE MYyJbTUMEPDI
dakTopa BunnebpaHpga, obnagatoT 60siee BblparKeHHbIM
remoctatuyecknm adpdektom [10]. Ana naToreHeTUM4ecKon
Tepanum naumMeHToB ¢ 60ne3Hblo BunnebpaHga 3-ro tvna
B HacToslee BpeMS AOCTYMHbI TOIbKO OYMLLEHHbIE BUPYC-
WHaAKTMBUPOBaAHHblE npenapaTtbl M3 rpynnbl «PaKkTopbl
cBepTbiBaHus KpoBu» — FVIII, daktop Bunnebpanga,
FVIII + ¢dakTtop BunnebpaHaa, M3roToBAEHHbIE M3 LOHOP-
CKoW nnasmbl Yyenoseka [10]. Mpn NpUMMEHEHUU U30NUPO-
BaHHOIO KOHUeHTpaTa daKkTopa BunnebpaHaa ans octaHOB-
KW KPOBOTEYEHMS Y NALUEHTOB C 3-M TUNOM WU TSKENbIM
1-Mm TMNOM 60Ne3HU AOMNONHUTENbHO MOKa3aHO BBeAeHue
KoHueHTpaTa FVIII [11]. UeneBas nosa npenaparta nepej
XMPYPrMYECKMM BMeELIATENbCTBOM [O/KHA ONpeaensaTbecs
WHOMBMAYaNbHO — B 3aBMCMMOCTM OT TuMna npoueaypsbl
M KpOBOTEYEHMIW B aHamMHese [11].

PelleHne 0 NpUMEHEHUN reMoCcTaTMYeCcKoro npenapara
NPUHUMAIOT NaLMEHT UK €ero POACTBEHHUKM B COOTBETCTBUM
C peKkoMeHaauunamu remaTtoniora. lMaumeHTam ¢ 601€3HbI0
BunnebpaHga perynspHoe npodunakTiMyeckKoe sevyeHue
Ha3Ha4valT pexe, YeM nauueHtam ¢ remoduaven [11].
OAHaKo Npw pPeLMANBUPYIOLLMX KPOBOM3NUAHUAX B CyCTaBbl,
ENYAOYHO-KMLWEYHbIX U MaTO4YHbIX KPOBOTEYEHUAX NPObU-
NaKTUYECKNIN peXnM onTumaneH. MNpodunaktmyeckoe npu-
MeHeHMe KoHUeHTpaTa dakTopoB cBepTbiBaHus (FVIII + FW)

pPEKOMEHAOBAHO MauMeHTaM C TaXKeNblM KIAWMHUYECKUM
TeyeHnem 6one3Hn BunnebpaHaa (Kak npasuno, 3-ro tuna)
C peunaMB1pyoLWNUMU KPOBOTEYEHUAMU U3 CIN3UCTLIX 060-
JIOYEK WU C KPOBOU3NUAHMAMU B cycTasbl [11]. MNpu npo-
PuUNaKTU4YecKon Tepannum peKoOMeHI0BaHO KOHTPOINpOBaTb
dakTop BunnebpaHaa no cuTyauuu, a TaKKe B MaaHo-
BOM nopsigke 1 pas B rog [11]. O6 yny4dweHun cocTos-
HWS 340POBbS U MOBbLIWEHUN KavyecTBa KU3HU NauMeHTOB
c 6onesHblo BunnebpaHga MOXHO CyAuTb MO OTCYTCTBMIO
cny4yaeB reMopparMyecKkoro cMHApoma, perpeccy uam ocrta-
HOBKE MPOrpeccMpoBaHnst KOCTHO-CYCTaBHbIX U MblLIEYHbIX
AereHepatuBHbIX UBMEHEHUI, OTCYTCTBUIO CMOHTaHHbIX KPO-
BomnsnuaHun [10, 11].

B HacTosillee BpemMs aKTMBHO UCCNEAyT KIMHUYECKME
NnepcrneKTuBbl FTEHHOW Tepanuu (BEeKTopHas TEXHONorus
WU pefakTMpoBaHMe reHoma npu MOMOLLM TPaHCAYKLMK
W TpaHCchEKLMM ayTONOTMYHbIX KNETOK ex Vivo C nocneayto-
Len TpaHcnnaHTaumen peumnuenTy [12]). PaspaboTKa reH-
HOW Tepanuu, BEPOSTHO, MO3BOJIUT YCTPAHUTb OrpaHuye-
HUSI COBPEMEHHOW 3aMeCTUTENIbHOM Tepanun U TeEM CaMbiM
NONIOXWUTENbHO MOBAMATb Ha Ka4yecTBa XM3HU MaLMEHTOB
¢ 6onesHblo BunnebpaHaa.

3AKJ/IIOMEHME

Ons cBoeBpeMEeHHOW [OMarHOCTUKKM 60/1e3HU Bunne-
6paHaa Heo6X0AUMMO COOTHOCUTb KIIMHMYECKME NPOSBAEHUS
remopparM4yeckoro CMHAPOMa y NaumeHTa ¢ JaHHbIMK ONpoc-
HMKa PBQ u TwaTtenbHO co6paHHbIM CEMENHbIM aHaMHEe30M
ANS UCKIOYEHUS HacNeACTBEHHOro XxapakTtepa naTonoruu
remocTtasa. Heo6xoaMMO MOMHWUTbL O TOM, YTO 3a «0ObI4HbIMMW»
HOCOBbIMWU KPOBOTEYEHUSIMWU MOTYT CKpPbIBaTbCA CEPbE3HbIE
HapyLleHns B cUCTemMe remocTasa.

WHO®OPMUPOBAHHOE COIIACUE

NHdopmMpoBaHHOE 4OGPOBONLHOE corflacue Ha nyénu-
Kauuio pesynbratoB 1abopaToOpHOro U MHCTPYMEHTaNbHOIO
obcnenoBaHus pebeHKa OT ero 3aKoOHHOro npeacraBuTens
He nonyyanu. PaboTta He COAEPIKUT CBEAEHNIN, HA OCHOBaHMHK
KOTOpPbIX PE6EHOK MOXKET 6bITb UAEHTUDULMPOBAH.
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BKJIA ABTOPOB

0.6. lopgeeBa — onpegenexHve KoHuenuuun, dGopmy-
IMpOBaHWe ¥ pasBUTME MAEM HaNUCaHWUS KIMHUYECKOro
cnyyas, obecrneyeHne uccnenoBaHus, paboTa C AaHHbIMMU,
HanucaHWe YepHOBMKa PYKOMWUCKU, NEPECMOTP U PedaKTUpo-
BaHMWe PYKOMMUCH.

A.B. 106pOTOK — aHanu3 AaHHbIX, NpoBeAeHue nccne-
[I0BaHUS, HanuWcaHuWe YepHOBWKA PYKOMUCK, MNepecMoTp
W pefaKTMpoBaHWeE PYKOMUCH.

E.A. BonoTMHa — aHanu3 AaHHbIX, NPOBEAEHME Ucche-
[I0OBaHUS, HamuWcaHuMe YepHOBWKA PYKOMUCK, MNepecMoTp
W pefaKTMpoBaHWe PYKOMUCH.

A.I0. BaGKo — aHanM3 [aHHbIX, NPOBEAEHWE UCCIE-
[I0OBaHUS, HamuWcaHuMe YepHOBWKA PYKOMUCK, MNepecMoTp
W pefaKTMpoBaHWe PYKOMUCH.

H.®. }paHoBckas — aHanu3 AaHHbIX, NpoBeAeHue
nccnefoBaHUs, HanMcaHWe YepHOBMKA PYKOMUCH, nepe-
CMOTP ¥ pefaKTMpOBaHUE PYKOMUCH.
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«MbILWEeYHbIN MOCTUK» KAK BO3MOXHbIH
¢daKTOp pUCKa BHe3anHou cepae4yHoH
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Cratbs nocrynuna: 22.01.2025, npuHsTa K neyatu: 16.06.2025

O6ocHoBaHue. [nneptpopuydeckas Kapamommonatus (FTKMI) aBnsetcs ogHou u3 Hanbosiee 4acTbiX MPUYMH BHE3AMHOM
ceppeydHon cmeptn (BCC) monoabix nogen B Bospacte 4o 35 net. [Mpu atom BCC MOXKET 6biTb NEPBbIM U €AUHCTBEHHbIM
KJIMHNYECKMM MPOsiBAEHUEM 3aboseBaHus y geten. OnucaHne KaMHU4YecKoro cayyas. [lauymeHtka ¢ FTKMIT v HU3Kum
PUCKOM cepAeYqHbix cobbITUI nepeHecsaa nepsbi anu3oq BCC B Bo3pacte 12 neT 4 mec Ha poHe PU3NYECKOMN Harpy3Ku.
3anogo3peHa ocTpas MwemMns MMoKapaa BCieAcTBUE aHOMaJInn KOPOHaPHbIX apTepmii — «MbILUEYHOr0 MOCTMKa», KOTopasi
SIBUAch TPMUITEPOM 3/10Ka4€CTBEHHbIX }KEJyA04YKOBbIX apUTMUNA, NPUBEALUNX K OCTAHOBKe cepaua. [is BTOPUYHOM Mpo-
¢unaxktmku BCC npoBefeHa ycTaHOBKa MMIIaHTUPYEeMOro Kapanoseptepa-gepubpunnsatopa (MKL). OaHako 3a6osieBaHue
nporpeccrpoBaso, pebeHOK NnepeHec ele ABa dnMn304a OCTaHOBKM KPOBOOOPALUEHUS BCAEACTBUE QUOPUIISLMU XKeny-
[I04KOB, KYNMpPOBaHHbIX pa3psgom MK/ n peaHumMaynoHHbIMM MepornpuaTuamu. llpoBegeHa KOppeKUUs 1eKapCTBEHHOM
Tepanuu u pexxumoB MK/ PeBackynspusauusi MMOKapaa He npoBejeHa Ha OCHOBaHMM BbICOKOIO OnepaLMoHHOro PUCKa.
3aknoyeHne. [lokasaHbl TPYAHOCTH BefeHMs nauneHTku ¢ TKMII, oCc/loXHEHHON pa3BUTHEM OCTPOK MILIEMUU MUOKapaa
BC/IeICTBUE BPOXAEHHON aHOMaslnn KOPOHapHbIX apTepui. CornacHo TPaanLUMOHHON OLIEHKE, ULIEMMUS MUOKapaa y AeTen
He cyuTaeTcsa «6osblunM» pakTopom pucka BCC. OgHaKko, KaK rnokasasno Halle Hab/togeHne, OHa MOXXET ObiTb TPUITEPOM
KU3HEYIrPOXKAIOLMX XKENYAOYKOBbIX aPUTMUI M HEOAronpUSITHO BIMSATb Ha NPorHo3 MKMI.

KnroueBbie cnoBa: feTu, runeptTpopuyecKas KapamomMmonaTms, CUHKOMNasAbHble COCTOSIHUS, BHE3arHas cepaeyHas CMepThb,
«MbILLIE€YHbIE MOCTUKM»

Ana ymtnpoBaHus: banbikoBa J1.A., JleoHTbeBa W.B., Muknawesu4y WU.M., TepmocecoB C.A., KpacHononbckas A.B.,
LLnpmaHkuHa M.B., LLEknHa H.B., Mcaea t0.C., LLKypuH MN.A. «MbllLeYHbIA MOCTUK» KaK BO3MOXHbI GaKTOp pUCKa BHe3arn-
HOW cepleyHOon cMepTn pebeHKa c runepTpodryeckon KapanoMmnonaTmen: KIMHUYECKUn crydan. Bornpockl coBpeEMEHHOM
negnatpumn. 2025;24(3):193-202. doi: https://doi.org/10.15690/vsp.v24i3.2908

OBOCHOBAHME (MYBPC3), pexe — reHoB CepAeyHbIXx TPONOHWHOB T U |,

MnepTpoduyeckasa kapavomuonatusa (FTKMI) — reHe-
TMYeCcKoe 3aboneBaHWe, XapaKTepuayloleecs rMnepTpo-
duren mmokapga nesoro (J1XK) n/unun npaBoro enyao4kos
(M), He cBsA3aHHOE C NOBbLIWEHMEM NOCTHArPy3K1 Ha MMUO-
Kapa, KnanaHHoM natonorven, Nopokamu cepaLa u aHoma-
MMM KOPOHapHbIX apTtepuit [1, 2]. logoBas 3aboneBae-
MocTb TKMI B geTckon nonynsunn BapbUpyeT B npeaenax
o1 0,24 po 0,47 Ha 100 Tbic. aeten [3]. NuK 3ab6oneBaemo-
CTW NPUXOAMTCS Ha BO3pacT A0 1 rofa; Bo BCEX BO3PACTHbIX
rpynnax, kpome mMnageHues, NTKMI vawe anarHocTUpyoT
y ManbumkoB [4]. B 60-80% cnyvyaeB passutne TKMII
CBfiI3aHO C MNaTOreHHbIMWU FEHETUYECKUMKU BapuaHTamu:
y 35-50% nauueHTOB — reHa TsKenow uenu B-mMmosvHa
(MYH7), y 25-39% — MWO3UH-cBA3bIBalollero 6enka C

a TaKkKe a-TpornomuosuHa (TNNT2, TNNI3, TPM1) [2, B].

Y peten T'KMI npeanaraetcs guarHoctupoBaTtb Mpu
yBeNMYeHnn ToNWKUHbI MMoKapaa JIXK 6onee 2 (ana geten
C CeMelHbIM aHaMHEe30M 3a60sIEBaHUSA WU MOJIOXUTESb-
HbIM FEHETUYECKUM TeCcToM) unu 2,5 (y aeten 6e3 CUMNTo-
MOB M 6€3 CeMeNHOro aHaMHe3a 601e3HU) CTaH4apTHbIX
OTKJIOHEHW# (Z-score) OT 3Ha4YeHUn B MONynaLun COOTBET-
CTBYIOLLEro Bo3pacTa v nosna [2]. B nocnenHee Bpems, yuu-
TbiBasi, 4TO MOPOroBble 3HA4YEeHMs TONWMHbI MHOKapaa JIK
y AeTen He onpeaeneHbl, ans anarHoctnku FKMIT pekomeH-
[yeTcq MCnosib30BaTh MOKa3aTesn, 3KBUBaNEHTHble Kpu-
TEPUSAM TOJILWLMHbBI CTEHOK Y B3pocC/bix — 6-7 z-score [6].
Mneptpodusa mrokapaa npu NKMI 06bI4HO acUMMETPUY-
Ha W 3aTparnBaeT no 6oJiblen YacTu 6a3albHylo 4acTb
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MexKenygoykoson neperopogku (MXKM) [1, 4]. WHoraa
rMnepTpodus pacrnpocTpaHseTcs Ha apyrue o6aactu MMUo-
Kapaa (BepxyLuKy, 3agHtoto cTeHKy JIXK, cteHKku MK — 6useH-
TPpUKynapHasa runeptpodus), 4em NpPoAMKTOBaHa HeOO6Xo-
OMMOCTb CEermMeHTapHOro aHanuMsa npu Bu3yanu3auuu
Kak JIXK, Tak n MK [7].

KnuHuyeckne npossnenmns FKMIT WKWPOKO BapbUpyOT:
OT 6eCCMMMNTOMHOIO TEYEHUS OO0 BHE3aNnHOM cepaevyHoun
cvmeptn (BCC) [8]. B ocHOoBe cMMNTOMOB, KaK MpaBuno,
anactonnyeckas AMCOYHKLUMS KenyaoyKoB ¢ dopmupoBa-
HWEM CUHAPOMaA HU3KOro cepaeyvyHoro Bbi6poca, 06CTPYKLINA
BbIHOCALWMX TPAKTOB 06O0MX XKEeNnygo4yKoB, OTHOCUTE/bHas
KOpOHapHas HeAOCTaTOYHOCTb M3-3a HECOOTBETCTBUSA MEX-
[y NOTpe6HOCTbI0 MUOKapaa B KWCIOpOAEe M ero JocTaB-
KOW, a TaKe nepecTporka npoBoAslen cucTembl cepala
BC/IEICTBUE BbIPaXXEHHON rMnepTpodmMn € MnocneayLinm
Pa3BUTUEM XKUIHEYrPOXKAIOLWMX HKENYA0YKOBbLIX HapPyLLEHWUNH
putMma [9, 10]. B TepMHHanbHOW CTaaMn K Ouactonuye-
CKOW AMCOYHKLMM MWOKapaa NPUCOEOMHSAETCA CUCTONMYe-
cKkasd. OBMOpPOKM OTMEYaloT Y KaxKAoro LWeCToro B3poc/ioro
¢ TKMIT (~15%) [11], Toraa Kak cpean geten ¢ TKMI
pPacnpoCTPaHEHHOCTb CUHKOME HWXE W BapbupyeT B Aua-
nasoHe ot 3 go 10% [12]. Bo3HWKHOBEHME OOMOPOKOB Mpw
TKMIT cBa3blBalOT C pa3BUTMEM 3/10KA4YECTBEHHOW Keny-
[OYKOBOW TaxnMKapaumn ¢ BbICOKUM PUCKOM TpaHchopMaLmm
B ¢ubpunnaumio xenygodykos M BCC, a Takke C AUHaMu-
4YecKon OO6CTpPYKLMEN MnyTen OTTOKa KPOBU M3 BbIBOAHOMO
otaena JIXK (BOJIXK) BcneactBue OBUMKEHUS YASIMHEHHOM
nepegHen CTBOPKU MUTPANbHOro KianaHa K YTONWEHHOWM
M1 BO Bpems CUCTONbI, YTO cO3AaeT NpensaTcTBME cepaey-
HOMy Bbl6pocy B aopTy — SAM-deHomeH (systolic anterior
motion) [13]. PaznuyaloT HEOOBCTPYKTUBHYIO U OBCTPYKTUB-
Hyto TKMI1, nocneaHiold AMarHOCTUPYIOT MpPU 3HAYEHUAX
NMUKOBOIro rpaaveHTa Bbilwe 30 MM pPT. CT. (B MOKOE WK Mpu
Harpyske) [14]. MoXHO npeanonoXuTb, 4YTO OBCTPYKTUB-
HbI BapuaHT TKMI1 accounnpoBaH ¢ 6onee HebnaronpuaT-
HbIM MPOrHO30M, OHAKO B KOrOPTHOM MCCNef0BaHWM CBA3b
o6¢TpyKumMm BOJIXK ¢ puckom BCC 6bina noaTeepxKaeHa

TONbKO Ansa nuu ctapwe 18 net [15]. MakcnmanbHbIM pUCK
cmeptu geten ¢ FKMI1 oTmeyeH B nepBble 2 roga nocne
NMOCTaHOBKW AMarHo3a, BTOPOM MUK NPUXOAMTCS Ha NOAPOCT-
KoBbIM Bo3pacT [16]. CmepTHOCTb aeTen ¢ FTKMI 3a 5-neTtHui
nepuog coctasnsaet okono 3% [1, 4, 6].

dakTopamu pucka BCC y geten ¢ TKMI1 cuutatoT ocra-
HOBKy cepaua B aHamHe3e (npepBaHHbin anu3on BCC
B pe3ynbTaTe yCrnewHoW cepaevyHo-1ero4yHon peaHumaumm,
cpabaTtblBaHUA UMMIaHTUPOBAHHOIO KapavoBepTepa-aeduno-
punngatopa (MKQ) wnn pasBuUTUA CMOHTAHHOM YCTOMYMBOWM
KENyoo4YKOBOW TaxnKapaunu), Halmume BblpaxeHHOW runep-
TpoduM MUOKapAa C TOMWMHON cTeHKM JIXK B ntobom cer-
MeHTe 6onee 30 MM Mnn 6onee 6 z-score, ANN304bl CUHKOMNE
B aHamHe3e (y MauWMeHTOB C HeaBHUMU HEOOBbACHUMbIMU
obmopoKamu puck BCC B 5 pas Bblille, 4eM Y NaLuneHToB 6e3
CUHKOME), 3nM304bl HEYCTOMYNBOW KENYAOHYKOBOW TaxmKap-
anMn (= 3 nocnepoBaTeNbHbIX XENYA0UYKOBbIX COKpaLLEHWUNH
¢ yactoton = 100 ya./mMuH vnn = 120 ya./MuH Npoaon-
*}utenbHocTblo < 30 c), yBeNMYeHue NeBoro npeacepavs
(MaKcuMarsnbHbIM NepegHe3agHUi TMHENHbIM OAnaMeTp SIeBO-
ro npeacepavsl, U3MepeHHbIn B KOHLE CMCTOMbl NO napa-
CcTepHanbHOW nNpoaosnbHOM ocu, > 2 z-score) [2, 17, 18].
JononHutenbHbiMu dakTtopamu pucka BCC y geten ¢ TKMI
(MpOrHoCcTUYEeCKOe 3HaA4YEHNE YCTaHOBNEHO Y B3POC/bIX) CYK-
TalT GUOPO3 MUOKapAa, BbiSBASEMbIA MO OTCPOYEHHOMY
HaKOMMEHUID KOHTpacTa (= 2%) — ragonvHug — npu npo-
BEeAEeHUWN MarHMTHO-pe30HaHCHON ToMorpadum cepaua [19],
MU reHeTnyeckne dakTopbl (NaTOreHHble BapuaHTbl reHa
TAXenon uenu B-muosuHa) [5, 18, 20]. B pykosoactse
EBpoOnencKkoro KapamMonornyeckoro obuiectsa no BeAEHUIO
B3pOC/bIX MaLUMEHTOB C KapauoMuonaTMen B 4ucie BOS3-
MOHbIX GaKTOPOB PMUCKa 0OCYKAAlOTCH CeMENHbIN aHamMHes3
BCC, o6cTpykumnsa BOJIXK, annkanbHas aHeBpuM3Ma U CUCTO-
nnyeckas auvchyHkuma JIK, dubpunnaumsa npeacepaumn
M UWEMUS MMOKapada, OAHAKO MX MPOrHOCTUYECKOEe 3Hauye-
HWEe y OeTen He ycTaHoB/eHO [21]. Takum 06pa3oM, MOXKHO
KOHCTaTMpoBaTb, 4TO0 BeposaTHocTb BCC y pgeten ¢ TKMI
He noagaeTcs TOYHOW OLEHKe. M3BecTHble daKTopbl pUCKa
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“Muscle Bridge” as a Possible Risk Factor for Sudden Cardiac
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Background. Hypertrophic cardiomyopathy (HCM) is one of the most common causes of sudden cardiac death (SCD) in young adults
under the age of 35. SCD may be the first and only clinical manifestation of the disease in children. Case presentation. Female patient
with HCM and low risk of cardiac events suffered the first episode of SCD associated with physical activity at the age of 12 years
4 months. Acute myocardial ischemia was suspected due to abnormal coronary arteries, “muscle bridge”, that was the trigger of
malignant ventricular arrhythmias leading to cardiac arrest. Implantable cardioverter defibrillator (ICD) was installed for secondary SCD
prevention. However, the disease has progressed, and the child suffered two more episodes due to ventricular fibrillation, managed by
ICD and resuscitation measures. Drug therapy and ICD regimens were adjusted. Myocardial revascularization was not performed due
to high surgical risk. Conclusion. Difficulties in management of patient with HCM complicated with acute myocardial ischemia due to
congenital coronary arteries anomaly are presented. Myocardial ischemia is not considered as “large” risk factor for SCD in children
(according to traditional evaluation). However, it can be a trigger for life-threatening ventricular arrhythmias and negatively affect HCM
prognosis as it has been shown in our observation.
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y aeten ¢ FTKMI1 He oxBaTbiBalOT BCEN MOMAHOTbI KIMHUYECKNUX
CUTYyauUMK, B YaCTHOCTKU, He ficHa pofb B HacTynneHun BCC
MWEeMUN MUOKapaa (B TOM Yucne BCNeACTBME BPOXKAEHHbIX
aHoMasM KOpPOHapHbIX apTepuin) U aHEBPU3Mbl BEPXYLLKK
JIK. Noatomy KAMHMYECKMe HabnaeHus, onucbiBatoLlime
Heb6naronpusaTHble BapuMaHTbl NPOrHo3a 3aboneBaHusa Mpu,
Kasanocb Obl, HU3KOW arperaumm AoKa3aHHbIX (GaKTopoB
pUCKa, NPeACTaBAAIOT HECOMHEHHbIM MHTEPEC.

KNUHUYECKUA NPUMEP

O nauueHTe

[esoyka M., Bo3pacT 8 net 11 mMec, BrnepBble rocnuta-
nn3npoBaHa B NpoduibHOEe oTaeneHue pecnybiMKaHCKOM
KNMHUYECKON GONbHULbI AN KOMMEKCHOro o6cneaoBaHmsa
W Nle4eHns ¢ aMarHo3omM «Heo6CTpyKTUBHasS runeptpoduye-
CKas Kapavomuonatus, deHomeH WPW».

AHaMHe3 60/1e3HHU

C 3-neTHero Bo3pacTta pebeHOK HaxoauTcsa noj Habsto-
[IeHWeM Kapauosora no noBoay TPaAH3WTOPHOrOo CUMHAPOMA
Bonbda — MapKuHcoHa — Yanta (WPW). B Bo3pacte 6,5 net
anarHoctupoBaHa KMI, Heo6CTpyKTMBHasA popma (TOLWMK-
Ha 3agHen cteHKn JIXK n MK coctaBnsana 5-8 mm). XKanob
[eBoYKa He npeabsaBngana. Haxogmnacb nog HabnwaeHUEM
B ambynaTopHbIX ycnoBusx (axokapaunorpadus (AxoKr) 1 pas
B rofl, Kypcbl MeTabonyecKon Tepanum). 3a 2 roga Habno-
[leH1s1 pa3mMepbl NonocTer cepaua, nokasatenu LeHTpasb-
HOM reMoAMHaMWKKW OCTaBajMCb B Mpefenax BO3pacTHOM
HOPMbI, HO TOJLWKWHA CTEHOK MMOKapaa JIXK yBenuuunacb
MaKCUManbHO A0 12 MM, NOABWUINCH Kanobbl HAa He3Ha4u-
TENbHYIO OAblILWKY NPX NogbeMe Mo NIeCTHULE Ha 4-1 aTax,
4YTO CTano MoBOJIOM A/1s FOCMMUTaANM3auuMn B CTalMoHap no
MECTY WUTENbCTBA.

AHaMHe3 XN3HU

Pe6eHOK OT nepBov 6epeMeHHOCTH, NPOTEKABLUIEN C TOK-
CMKO30M MepBOM MOAOBMHbI, MEPBbLIX CPOYHbLIX POLOB.
3akpuyana cpagdy. Macca Tena npu poxageHmn — 3150 T,
anvHa tena — 50 cm. K rpyav npunoxeHa B 1-e cyT. lNepuoa
HOBOPOXAEHHOCTM NpoTeKkan 6e3 ocobeHHocTen. Ha rpya-
HOM BCKapmaMBaHuu o 1 roga. dPusnMyeckoe M HEPBHO-
NcUxXn4ecKoe passuTne — no Bo3pacTty. [podunakTnyeckune
NPMBUBKKM — MO Bo3pacTy. lepeHeceHHble 3aboseBaHuUs:
OCTpble pecnupaTtopHble MHOEKLMU, BETPsiHas ocna. KoHTaKT
¢ 60/bHbIM TY6EPKYNE30M OTpULaET.

CemeHHbINH aHaMHe3

Y MaMbl pebeHKa runepTpoduyeckas Kapamomuonartus,
cuHgpom WPW, y Kapaumonora Habnogaetca HeperynsipHo,
Nle4YeHUs He MonyyaeT, y oTua — XKenygo4yKoBas 3KCTpacu-
cTonus (y Kapanonora He Habngaetcs), 6abyliKka no JNHUK
nanbl yMepna B Bo3pacTte 49 fneT oT cepAeyHon HegocTaToY-
HOCTH, AedylKa no JIMHUKM MaMbl yMep B Bo3pacte 48 net
OT UHdapKTa MMOKapAaa.

dusuKkanbHaa AMarHocTuka

Ha MOMeHT nocTynneHus B ctauuoHap poct — 132 cwm,
Macca Tena — 28 Kr. CoctosiHne pebeHKa cpegHen CTeneHu
TsecTu. Co3HaHWe fCHOe, aMOLMOHa/bHbIM CcTaTyc MoJo-
XUTENbHbIN. KOXKHble MOKPOBbI 61€4HO-PO30BbIE, YUCTbIE.
ACTEHMYECKOro TenocnoxeHus. Cn3nctble 060/104KM BNax-
Hble. KOXHble NOKPOBbl YMUCTblE. [TOAKOXHO-XXMPOBOWN COM
pas3BWUT YMEpPEeHHO, pacnpefeneH paBHOMepHo. Hocosoe
OblxaHne cBoboaHoe. JlumbaTtnyeckume yanbl: NOAYENOCTHbIE
no 1-1,5 cm, 6e360/1€3HEHHbIE, HE CNasiHHbIE C OKpYyXa-
IOWMMK TKaHamu. LUuToBuaHas Kenesa He nanbnupyetcs.
AYCKynbTaTMBHO B JIEFKUX [blXxaHWe BE3UKYyNsapHoe. Xpunos

HeT. [epKyTopHbIA 3BYK NeroyHbii. Yactota AblxaHuUa —
19/muH. ToHbI cepaua sicHble. HacToTa cepeyHbix COKpalle-
Huh (HCC) — 80 ya./MUH, pUTM NpaBW/ibHbIX, BbICNYLLUMBaET-
CS Herpyobl CUCTOIMYECKMIA WIYyM BO 2—3-M Mexpebepbe
cneBa OT rPyauHbl, yCUnnBaeTcs nocne 5 npucegaHun, He
NnpoBOAMTCS 3a npefenbl cepaua. BepxyweyHbl TONYOK
B 5-M Mexpebepbe cnesa. [TepKyTOpHO rpaHuLbl cepala He
paclnpeHbl: BEPXHAA rpaHuua — ll, nesas rpaHuua — nesas
CcpeaHeKsYMYHas NMHKS, NnpaBas rpaHuLa — npasBbli Kpan
rpyauHbl. MNynbcauus 6eapeHHbIX apTepuin YooBNETBOPUTENb-
Has. NevyeHb B NpaBoM nogpebepbe, He yBenndeHa. Kpan
neyeHU anacTuyHbIn. CeneseHKka He yBennyeHa. CUMMTOM
NoKoNna4YnBaHUs oTpULLaTENbHbIN C 06EeMX CTOPOH. Buanmbix
OTEKOB HeT. YacToTa MoyeucnyckaHmn — 5 pa3 B CYTKM.
Onaypun Het. Ctyn — 1 pa3 B 1-2 cy1, opopmieH. HapyKHble
MOJI0BbIE OPraHbl MO KEHCKOMY TUNY. IHAOKPUHHAS cucTema:
nanbnupyeTcs nepelleex WMTOBUAHOM Kenesbl. BTopnyHble
NnofoBble NPU3HAKKM — NO BO3pPacTy.

MpepBapUTenbHbIA AUArHo3
AcMMMETpUYHasa HeoBCTPYKTUBHAas runepTpoduyeckas
Kapanomuonatus. AKIr-eveHomeH WPW.

AnHamuKa u ucxopabl

lMpoBeaeHo gononHuTenbHoe ob6cnegoBaHue. o aaH-
HbIM AXoKI — runeptpodua MMKI B nepegHebas3anbHOM
W CpedHeM Crosix, MakcumanbHo Ao 14 MM, 6e3 06CTPYKLMHK
(cm. Tabnuuy). MNpu cTaHgapTHOW a3neKTpoKapauorpadumn
(BKI) 1 no pesynbTaTtam XONTEPOBCKONO MOHUTOPUPOBaHMUS
OKI — npusHaku npexogsuero ¢eHomeHa WPW, cKIoH-
HOCTb K GpagMKapamMv B TeYEHMEe CyTOK, OTCYTCTBME Hapy-
LWWEHUN pUTMA W Xopollas TONEePaHTHOCTb K (U3UYECKOM
HarpyskKe no peaynbrataM JIECTHUYHOW NPOoObl.

YyutbiBasi OTCYTCTBUE Kanob Ha cepauebueHne, CUHKO-
nafbHble COCTOSHUS, HE3HAYMTENbHYID TMNEPTPOPUIO MMO-
Kapaa JIXK (< 2 z-score) U OTCyTCTBME HapyLUEHUK pUTMa No
[aHHbIM XONTEPOBCKOro MoHuTopmpoBaHua IKI, pebeHKy
pPEKOMEHA0BAHO HabnogeHWe Kapanonora no MecTy XuUTesb-
CcTBa, crneunduydeckasa Tepanusa 6eTa-agpeHoboKaTopamu
He noKasaHa.

AmbynatopHoe o6cnegoBaHue B Bo3pacte 10 neT He
BbISIBMI0 OTpULIATENIbHON AMHAMUKKU NoKasaTenen IxoKT.

B Bo3pacte 11 net 5 Mec no AaHHbIM XONTEPOBCKOro
MoOHUTOpUpoBaHMa IKI B amOynaTOpHbIX YCNOBUSAX 3aduK-
cupoBaH 1 6eCCMMMTOMHbIM 3MNU304 HEeYyCTOMYMBOW cyrnpa-
BEHTPUKYNSpHON Taxnkapanun ¢ HCC 197 ya./MuH.

B BospacTte 11 net 10 Mec BnepBble NOSABUINCH XKanobbl
Ha cepauebueHune. [leBoyKa rocnutanm3vpoBaHa B Kap-
[MONOrnM4yecKoe OTAeNeHne pPecnybiIMKaHCKON KIMHUYECKOM
605bHULbI. Ha SKIN — 6e3 cywecTBeHHOM AnHaMKKK (puc. 1).
Mo aaHHbIM IxOKI — acummeTpuyHasa FTKMIT ¢ makcumarnb-
HoM TonwmnHoM MMKI 19-20 mm (5,78 z-score). Mo pesynb-
TaTaM XONITEPOBCKOro MoHuTOpmpoBaHua IKI HapyleHun
puTMa He 3aperucTpupoBaHo. HayaTa Tepanus 6eTta-agpeHo-
6/10KaTOpaMu: y4uTbiBast CKIOHHOCTb K 6paanKapamu, aTeHo-
1071 Ha3Ha4eH B fo3e 6,25 mr 2 pasa B cyTku (0,5 mr/Kr/cyr).

B BospacTte 12 net 3 mec pebGeHOK BMepBble rocnuta-
NIM3NPOBaAH B Kapauonornyeckoe oraeneHme deaepanbHoro
LleHTpa 415 OKa3aHWS BbICOKOTEXHOOTMYHON MEANLIMHCKON
nomowm. Mo paHHbIM 3AxoKI — acummeTtpuyHaa TKMII
C MopaKeHMem MuoKapaa 060oMX MKEeNyAOYKOB W MaKCu-
MaNbHOW TONLWMHOW B MPOEKLMM GazanbHOro U cpegHero
nepegHenaTtepasnbHbix cermeHToB Ao 24 mm (5,89 z-score).
B npoeKkuun Bepxywkun JIXK TonwunHa 3agHenatepanbHoOro
W nepegHenartepanbHOro cermeHToB — A0 13 mM. [pr3HaKoBs
NlaTeHTHOM AMHaMKu4yeckomn ob¢eTpyKummn BOJ1XK He BbisBEHO.
Mo AaHHbIM XONTEPOBCKOrO MoOHWUTOpUpoBaHus IKI: CUHY-
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Clinical Observation

=

96

KnuHuyeckoe HaGniopeHue

Ta6nuua. MNokasaTtenu axokapanorpadum naumeHTkn M. ¢ Heo6¢TpyKTBHOM FTKMI B AHaMuKe
Table. Echocardiography parameters of patient M. with non-obstructive HCM over time

KAP XK, mm 39 41 41 45 43 37

DB, % 60 70 7 62 79 71

MK, mm 3x17 3X 16 3X 20 6 X 20 6 X 20 6 X 18

MM, mm 28 X 30 29 X 27 32 32 30 32

Jin, mm 24 27 29 26 29 29

MMM, mm 015-6 o0 27-29 01 5-6 o 29

e BbasanbHblit cermeHT 9-11 12 19 22

e CpepHsia YacTb 3-15 14 19 24

° AnuKanbHasa 4acTb 14-15 12 14 24

3CMXK, mm 5-6 7-9 7 7 9 11

MNepwvkapa, apyrve MNepvKkapa 6e3 ocobeHHocTen Cenapauus B o6nactu B o6nactn

aHaToOMMUYecKue NIMCTKOB NepuKapaa BepPXyWwKu JIIK BepXywku JIK

0COBEHHOCTH no nepegHen aHeBpu3Ma aHeBpu3Ma
cTeHke MK 16 X 24 mm 15 X 23 Mmm
[02-3 MM C UCTOHYEHNEM C UCTOHYEHUEM

CTEHKM 10 2—3 MM; | CTEHKM 10 2—3 MM;
PG LVOT B nokoe PG LVOT B nokoe
5 MM pT. CT. 4-5 MM pT. CT.

Mpumedanune. KOP JIXK — KOHeYHbI AnacTonnyecKuin pa3amep neBoro xenygouka; PB — dpakuus Boibpoca; MK — npaBbii Kenyooyek;
MM — npasoe npeacepaue; JIN — nesoe npeacepane; MK — mMexkenygoykoBas neperopofKka (tonwuHa B avacrony); 3CJIHK — 3agHas
CTEHKa N1eBOro xenyao4ka (TonwmHa B auactony); PG LVOT — rpaaueHT BbIBOAHOIO TpaKTa N1eBOr0 Xesy[o4Ka.

Note. LVEDD (KAP J1X) — left ventricular end diastolic dimension; EF (PB) — ejection fraction; RV (M) — right ventricle; RA (MNM) — right atrium;
LA (J1M) — left atrium; IVS (M) — interventricular septum (diastole thickness); LVPW (3CJ1)K) — left ventricle posterior wall (diastole thickness);
PG LVOT — pressure gradient left ventricular outflow tract.

Puc. 1. 9Kl nauneHTkn M., Bo3pacTt 11 net 10 Mec, ¢ runeptpodryeckon Heo6CTPYKTUBHOM KapanoMuonaTuen
Fig. 1. ECG of patient M., 11 years 10 months old, with hypertrophic non-obstructive cardiomyopathy
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Mpumeyanue. Ha KT cuHycoBas Taxmkapans. OTKIOHEHME 3NEKTPUYECKON OCU cepaua pe3ko BneBo. IKM-npusHaku runeptpodum JIXK.
MNpeaBo36yxaeHne Kenyao4KoB.

Note. ECG has revealed sinus tachycardia. Electric axis deviation sharply to the left. ECG signs of LV hypertrophy. Ventricular preexcitation.



COBbIM PWUTM, CK/IOHHbIM K Gpagukapauu, anu3oabl MUrpa-
UMK BOAWUTENS pUTMa No npeacepavmsam. B HoyHoe Bpewms
NOCTOSIHHbIE, B JHEBHOE BPEMS — TPAH3MTOPHbIE MPU3HAKK
npeaBO36YKAEHUS Kenyao4KoB. Mo AaHHbIM Tpeamua-TecTa:
Ha MWKe Harpy3Ku PerucTpupytoTcs NpuU3HaKKM NPoBeAeHMs
no AONOMHUTENbHOMY MPEeACepPLHO-KENYA04YKOBOMY COeamn-
HeHuto. TonepaHTHOCTb K QU3MYECKON Harpy3ke — HUKe
Hopmbl (7,0 METS, 1,4 BT1/Kr). B nabopaTopHbIXx TecTax
He3Ha4YuTeNbHOE MOBbIWEHWE KOHLEHTPaLUn MO3roBoOro
HaTpUMypeTU4ecKoro nentmaga — Ao 266 nr/mn (Hopma ao
100 nr/mn). YuntbiBasi Hann4me npuM3HaKoB NpoBeAeHNs Mo
LONOSIHUTENBHOMY MpPEACEePAHO-XKENyA04KOBOMY coeanHe-
HUIO U JOKYMEHTUPOBAHHbLIX 3MM3040B CyrnpaBEeHTPUKYAAP-
HOW TaxMKapauK, NauneHTKe NpoBeAeHO MHBA3UBHOE 3NeK-
TPOOU3NONOrNYEeCKoe uccnegoBaHme. TaxMCUCTONMUYECKUX
HapyLeHW pUTMa He MHAYLMPOBAHO, BbISIBAEHbI MPU3Ha-
KW aHOManbHOro MpoBeAeHMs B MpaBblXx OTAenax cepaua
(HOOOBEHTPUKYNAPHbIM TPAKT?). YunTbiBas pesdynbTaTbl aKTu-
BALMOHHOIO KapTUpPOBaHWS, Halu4yMe HOAOBEHTPUKYNSAP-
HOro TpakTa, OT onepauvn paguovyacToTHOM abnsuuun npu-
HATO pelleHne Bo3aeprKaTbcsi. CKoppurnMpoBaHa Tepanus
6eTa-agpeHobnoOKaTopaMu: Ha3HavyeH METOMpPOsion B Ao3e
25 mr/cyt (0,8 Mr/Kr/cyT), Ha4yaTa aHTUapUTMUYecKas Tepa-
nua nponadeHoHom 450 mr/cyt (10 Mr/Kr/cyT), ¢ uenbto
npodunakTnkn drnbpo3oobpa3oBaHUa Ha3Ha4YeH CMMPOHO-
naktoH 1 mr/Kr/cyt. o gaHHbIM KOHTPO/IbHOIO XONTEPOB-
CKOro MoHuTopupoBaHusa AKI: CMHYCOBbIN PUTM, YMEPEHHasn
6paanKapaus, cHuxxeHne cpegHen YCC gHem ao 79 ya./MuH,
3NU304bl MWUrpaLMKM BOAMUTENS pPUTMa MO Npeacepauam,
3nNu304bl 3aMellatolwero npeacepaHoro putma. 3ape-
rTMCTPMpPOBaHa TPaH3WTOpHas aTpPUOBEHTPMKYAApHaa 670-
Kaga | ctenenun. lMpn AMHaAMUYECKMX OCMOTPaxX BbISBEHO
CHUXEeHWe apTepuanbHoro gasneHns Ha 10-15 mm pT. CT.,
B CBSI3W C YeM OT JajbHenLlen acKanaumm ao3bl METOMPO-
loNa pelleHo Bo3aepaTtbes. YCTaHOBMEHO, YTO Y AEBOYKM
OTCyTCTBOBaNU 6onblume daktopbl pucka BCC — HeycTom-
YnBasa KeNyaoyKoBas TaxMKapAus, CUHKOMNeE, BblparKeHHas
runepTpodus mrmokapaa JIXK, Heb6naronpuUaTHbIM CEMENHbIN
aHamHe3 no BCC, — noka3aHuWh K umnnaHTaumn UKL
He 6bl10. PeKoMeHAoBaHbl MeAMKaMEHTO3Has Tepanwus,
orpaHu4yeHne ©Gu3n4eckKon Harpysku. [lpoBeaeHO MosHOo-
reHoOMHOe CeKkBeHWpoBaHWe. O6HapyKeHbl paHee onucaH-
HblM B NuMTepaType BapuaHT reHa MYH7 (Tsxkenon uenwu
3-M1o3unHa) rs13121913624 B reTepo3MroTHOM COCTOSHUM
W ewe 4 BapuaHTa B 3TOM reHe, ONUCaHHble Kak naToreH-
Hble/BEePOSATHO-NATOreHHbIE.

Yepes mecsL, nocne BbINMUCKKU M3 peaepanbHoro LeHTpa
BO BpeMs KaTaHus Ha KoHbKax B 21:50 geBo4Ka novyBCTBO-
Bana cebs naoxo (MOsSIBUINCb FONIOBOKPYKEHUE, BblparKeH-
Haa cnabocTb, NOTEMHEHME B rnasax), ycrnena no3BOHWUTb
MaMe Nno TenedoHy, CHATb KOHbKW, HA HECKONbKO MWHYT
notepsifia cosHaHue. Mo gopore gomon B 22:00 (co cnos

OKpYXaloWmnx) — BHOBb NoTepsiia COo3HaHWe, OTMeYanancb
cygoporun. OTtel, Hawen pebeHka 6e3 CO3HaHWA, C LMaHo-
30M KOXHbIX MOKPOBOB, cepaLebueHne He BbICNyLIMBaANOCh.
[ocTtaBneHa B LEHTpa/bHyl0 PanoHHYIO GONbHULY, rAe Ha
JKI B 22:21 3adumKcupoBaHa acuctonus. NMposoannunce pea-
HUMALMOHHbIE MEPOMPUATUS — HEMPSMOM Maccax cepaua,
B/B BBefdeHWe afapeHanuHa. Ha nosTopHon 3Kl B 22:26
3aperncTpupoBaHa MOHOMOP®Han enyaoykoBas TaxmKap-
avs (puc. 2), npoBeaeHa cepauus (Muaasonam), BBedeH
amuofapoH (5 Mr/Kr/cyt B/B MeAJIEHHO C nocneayumm
TUTPOBaHMEM A03bl A0 15 Mr/Kr/cyT). TpaHcnopTUpoBaHa
B MPUCYTCTBUM peaHumMaTonora B pecnybiMKaHCKyo KIUHK-
YeCcKyto 60/bHULY.

B na6opaTopHbIXx TECTax BblABAEHbI BbICOKAas aKTUBHOCTb
anaHuHamuHoTpaHcdepasbl — pgo 137 Ea/n (Hopma go
34 Epn/n), acnaptataMuHoTpaHcdepasbl — Ao 196 Ea/n
(Hopma 15-60 En/n), naktataerngporeHassl — ao 487 Ea/n
(Hopma po 480 Ep/n), kpeatuHpochoknHasdbl (KOPK) —
C yBeNnyeHnem B AMHamMuke ¢ 592 o 1289 Ea/n (Hopma o
145 Ef/n), a TakKe BbiCOKas KOHUEHTpaumMsa TPOnoHMHa | —
fno 2,67 mr/mn (Hopma ao 0,06 mr/mn). Mo gaHHbIM 3xoKT:
TKMI, runoknHes nepeaHux U NeperopofoyHbiX CErMeHTOB.
3anogo3peHa ocTpas nwemus Mrmokapaa. lNposeaeHa NOCUH-
ApomHas Tepanus. CoctosiHne pebeHKa cTabuan3npoBaHo.

B Bo3pacte 12 net 5 mec pebeHOK NMOBTOPHO rocnuta-
NIM3NPOBaH B JETCKOe Kapauonornyeckoe oraenexHve deae-
panbHOro MEAMUMHCKOrOo LeHTpa 415 YTOYHEHWS TaKTWMKM
BefeHus. OTMedeHa oTpuuaTenbHas AMHaMWKa nocne BHe-
3aMHoOM OCTaHOBKM KpoBoobGpaleHus. o gaHHbiM IxoKr:
acummeTpuyHaa TKMI1 ¢ nopakeHMem MuoKapaa 060-
WX KEeNyao4YKOoB M MaKCUManbHOM TOMLWMHOW B MNPOEKLMK
6a3anbHOro M CPeAHEro nepeaHeneperopogoyHoOro 1 nepea-
HEro CErmMeHToB C MEPEexoAoM Ha nepegHenatepanbHbii
cermMeHT go 29-32 mm (6onee 6,81 z-score). [MNOKMHES
neperopoAoyHbIX U nepeaHux cerMeHToB. BnepBble BbisiB-
NleHa aHeBpu3ma Bepxywku JIXK 23 X 12 MM ¢ nepexo-
[OM Ha BepxywKy [T ¢ y4acTKOM WCTOHYEHWS MWOKap-
Ja 0o 2 MM M TMNOKUHE3a B BepxyleyHoM otaene. pu
nposeaeHnn SPECKLE TRACKING nokanbHO€ CHWXeHWe
(OT yMEepeHHOro 40 BbIpaXKEHHOr0) MHAEKCOB MPOAONAbHOMN
nedopmaunn MHUoKapaa Ha ypoBHe 6as3albHbiX U CpeaHMX
nepeaHeneperopoAoyHblX U nepeaHmMx cerMeHToB. MHAeKc
rno6anbHOM MpPoAosAbHOM AedopmMaunmu YMEPEHHO CHUMXKEH
(12%). B nabopaTopHbIX TecTax: He3Ha4yuTenbHOE MOBbI-
LWEeHWEe KOHUEHTpauun HaTpuiypeTuyeckoro nentuaga —
no 303 nr/mn, HapacTaHue TpornoHuHa | — go 34,6 Hr/Mn
(Hopma pgo 18 Hr/mn). KoHueHTpauua MB-dppakuun KOK
CHM3unachb ¢ 5,6 go 2,9 Hr/mn (Hopma Ao 4,9 Hr/mn), akTuBe-
HOCTb NEeYEeHOYHbIX TPaHCaMUHa3 B HOpMe.

MpoBefeHa KOppeKUMs Tepanuu: yBeanyeHa fo3a MeTo-
nponona go 62,5 mr/cyt (1,6 Mr/Kr/cyT), NpOAO/HKEHA aHTH-
apuTMuyecKkas Tepanus nponadeHoHoMm (450 mr/cyT), HavyaTta

Puc. 2. 3KI" nauueHTkn M., Bo3pacT 12 nert, nocne NnpoBeaeHns peaHMMaLMOoHHbIX MeponpusTuid. XenynodykoBas MoHOMopdHas Taxukapans
Fig. 2. ECG of patient M., 12 years old, after resuscitation. Ventricular monomorphic tachycardia

oUN0: . ID;_ 5l sl
2. % uu/muB 25 um/c dunb1p: 50fy d 35 My 2.5 mm

bo A

/\/.J\/—/\/J\/J\/—/
r/f\\_//‘\,'///\//\b‘/\/\,__" A

L R A~ ANATIN

" A A

J/ V / \/ \f /" \J r \f \H/ ]
[ L) -
gt /\“ M ’-l a/ \., '/\‘-« //.\, /A
| | /

VAN AN A U6
I S Y A \"z/\J 4 \
Vi st Wi LA LT L EPEERS || SRS R R RRrR YU LT AL R, R

Myxckowu Ner PEB= 1 1-2U23 Zc-20 1ae yu.
2.5 mm/uB 2.5 mm/mB
—_\/\;/ u/\J\[\Aﬁw \
s ; / :'I \r’ \“ \
v v y Y v / |

Mposepxa:

CURRENT PEDIATRICS / 2025 / V.24 / N° 3

7

BOMPOCbl COBPEMEHHOW MEAUATPUM / 2025 / TOM 24 / N2 3



g Clinical Observation

KnuHunyeckKoe Ha6noaeHue

Tepanus neTieBbiM AMYPETUKOM Topacemumaom (6,25 mr/cyr),
[103a CNMPOHONaKTOHa yBennyeHa Ao 50 Mr/cyT (1 mMr/Kr/cyT).

lMpoBeneHa KomnbtoTepHasa Tomorpadusa (KT) cepaua:
BbIIBIEH MHTPaMUOKapAManbHbIM X04 NepedHen MexKe-
nynovkoson BetBu (ITMMB) neBon KOpoHapHOW apTepuu
B CpeAHeN TpeTu Ha NpoTsaxeHnn 14 MM, NpoCBET apTepumn
B cuUCToNy He auddepeHunpyeTcsd, B AMACTONy MpocBeT
CyXeH (cTeHo3 0Ko/i0 50%) — «MbllleYHbIn (MUOKapaun-
aNbHbIM) MOCTUK» TonwMnHON 4 MM. OTMevaeTcs JioKalb-
Hoe BblbyxaHne BepxywKu JIXK ¢ NCTOHYEHUEM CTEHKMU [0
1,5-2 MM — aHeBpU3Ma pa3MepoM 0Koso 18 X 9 MM no
2-KaMepHOM NPOEKLUMN B CUCTOIY, MPU3HAKU BblParKEHHOM
runeptpodun Muokapaa JIXK ¢ MakKcMmanbHOW TOMLLMHOM
0o 30—32 mMm no nepegHemy cermeHTy JIXK Ha 6a3anbHoM
W CpedHEM YPOBHSIX.

MpuHMMas BO BHMMaHWE HanMyvMe MapKepPOB MOBPEX-
[eHNs MMOKapAa, BHE3amnHyto 0CTaHOBKY KPOBOOGpaLleHus,
Hann4yne «MbllleYHOr0 MOCTUKa» IEBOM KOpPOHapHOM apTe-
pun no gaHHbiM KT, Hannume aHeBpu3mbl JIXK, nameHeHus
B MWOKapAe pacLeHeHbl KaK CneacTBMe MNepeHeceHHoro
HHpapKTa MMOKapaa, B CBA3M C YEM Ha4yaTa aHTMarperaHT-
Haa Tepanua auetuncanuumnoBon kucnoton 100 mr/cyt
(2,4 wmr/kr/cyt). B KadectBe BTOpPUYHOM MNPOPUNAKTUKMK
BCC (nokazaHue |A Knacca) npoBefaeHa 3HAOKapauanbHas
uMnnaHTauua asyxkamepHoro UK. MNocneonepauyOHHbIN
nepuoj npoteKan 6e3 OCNoXHEHUN.

Onsa peleHns Bonpoca O HEOBXOAMMOCTU peBacKyns-
pu3aumn MUOKapfa npoBeAeHa KopoHapoaHrMorpadpus
(KATI), o6Hapy»KeH nepBbl TUM KPOBOCHaOGXeHU MUOKapaa,
«MblLWEYHbIN MOCTUK» B [IMMB #n ormvbatollen BeTBU NeBOM
KOPOHapHOW apTepuu, Cy*KMBaOLWMKN NPOCBET apTeEpUN Ha
95%. OgHaKo, y4uTbiBas BbICOKMIM OMNepaLMOHHbIA PUCK, OT
0nepaTMBHOrO JIeYeHMs MPUHATO peLleHUEe BO3AeprKaTbCs,
peweHo nosTopuTb KAI yepes 8—10 mec.

B Bo3pacTe 12 net 6 Mec, Yyepes MecsiL, Noce BbIMUCKU
M3 degepanbHOro LeHTpa Ha ¢oHe npuema OGeTa-agpe-
Ho6/M0KaTopa pa3BMIOCb [Ba CHHKOMNANbHbIX COCTOSHMS.
llepBoe CcUHKOME MO TUMNY OCTAHOBKM KpPOBOOOGpalLEHWUSA
MMESI0 MECTO BO BpPeEMS aKTUBHOW Urpbl C cecTpon. [leBoyKa
noyyBCTBOBafa rONOBOKPYKEHME, MOTEMHEHME B rnasax,
cnabocTb, poauTENM OTMETUAN NEerknn uuaHold. CuHKone
KynnpoBaHo cpabaTbiBaHMeM UK. Yepes 2 cyT BO Bpems
newen nporynkn (nogbemMa B ropy) AeBOYKa MO4YyBCTBO-
Bafa rof0BOKPYKeHWe, MOTEMHEHME B [azax, norepsna
CO3HaHuWe, NynbC He onpeaensncs, NPM3BaHHOM Ha NOMOLb
MeZCeCcTpon NPOBOANSICA HEMPSMOW Maccaxk cepaua B Teve-
HWE HEeU3BECTHOro BpemMeHWu. CpabaTtbiBaHne WK oTpwu-
uaet. focnutanuanpoBaHa B AETCKOE KapAvonorvyeckoe
oTaeneHve pecnybiMKaHCKOW KIAMHUYECKOW 60NbHULbI.
MpoBoaunacb Tepanus: nponadeHoH 450 mr/cyt B 3 npwu-
eMa, MeTonponon 68,75 mr/cyT B 2 npuema, CriMpoHONaKTOH
37,5 mr/cyT B 2 npuema, rmvuunH 0,4 r/cyT B 2 nprvema noj
A3bIK, TOpacemua 6,25 mr/cyT B 1 npuem, auetnacanuunnio-
Bas Kucnota 100 mr/cyt B 1 npuem.

Mpn KoHTpone WKL B pernoHanbHoM degepanbHOM
KapAuMoLeHTpe B [OHM, KOrda AeBOYKa MCMbiTana CUHKone,
3aperncTpMpoBaHo 2 anu3oda XKenyao4KoBOW TaxuKapauu
¢ YCC 134 vn 167 ya./muH. Bo Bpems nepBOro nmen Mecto
OBEPCEHCUHT T-BOJHbI, 3TOT 3NM30[ pacLEeHeH Kak dnbpu-
naumsa enygoukoB (PX) m KynupoaH paspsagom UK,
BTOPOW 3MM304 He nonan B YCTAHOBNEHHYIO 30HY AETEKLUK
(> 200/MuH), n cpabatbiBaHua MK/ He oTmeveHo.

B Bo3pacte 12 neT 7 Mec NOBTOPHO rocnutaan3npoBaHa
ONa AMHaMMyecKoro HabnwogeHus B deaepanbHbid LEHTP
011 OKa3aHWS BbICOKOTEXHOMOTMYHOW MEAULIMHCKON MOMO-
wu. Mo paHHbIM IxoKTI: acummetpuyHaa TKMI ¢ nopaxKeHu-
eM 060UX KeNyaoyYKOoB M 3KCTpPeMasbHOM TOMLWMHON B Mpo-

eKunn 6azanbHOro M cpeaHero nepeaHeneperopofoyHoro
W nepegHero CErMeHToB € NePexojoM Ha nepeaHenatepanb-
HbIK cermeHT Ao 28-32 mm (7,5 z-score). HesHaynTenbHbIn
FTMNOKMHE3 MEpPefHNX CerMeHToB. AHEBPM3Ma BEPXYLUKM
JIK 21 X 12 MM C y4yaCcTKOM WCTOHYEHUS MUOKapaa oT
2 00 4 MM, Nepexoaom Ha BepxywKy MK, peryprutauus Ha
MUTPaNbHOM, TPUKYCMMAANBHOM M KanaHe Nero4yHomn apte-
puu 1 cTeneHun, pacyeTHOE AaBieHUE B Ier04HOM apTepun —
22 MM PT. CT., HE3HAYUTENbHbIN NepPUKapananbHbli BbIMOT,
auMactonuyeckas AMchyHKUMS KenyaodukoB. B nabopaTtopHbIxX
TecTax: HaTpuruypeTuyecknn nentng — 255 nr/mn (Hopma go
100 nr/mn), TPONOHUH T — 34 Hr/mn (HopMa Ao 18,3 Hr/mn).
lpoBeaeHa KOpPPeEKLMS Tepanuu: yBenMyeHa Ao3a MeTo-
nponona (o 100 mr/cyT) n Topacemuaa (oo 6,25 mr/cyr),
npoao/mKeHa Tepanunsa nponapeHoOHOM U KOMBUHUPOBAHHas
AWypeTUYecKas Tepanus. Y4uTbiBas NpUM3HaKu runotmpeosa
(TMpeoTponHbih ropmoH — 9,62 MKME/mn (Hopma 0,34-
5,60 MKME/mn), cBOGOAHbIN TUPOKCHH (T4) — 9,56 nmMonb/n
(Hopma 8,84-15,08 nmonb/n), cBOGOAHbIN TPUMOATUPO-
HUH (T3) — 5,68 nmonb/n (Hopma 8,84-15,08 nmonb/n),
aHTUTENna K Tupeonepokcupaaze — 871 ME/mn (Hopma
0o 10 ME/mn)), Ha3Ha4yeH L-TUPOKCHUH B Ao3e 25 MKr/CyT.
lMpoBeneHa KoppeKuus napameTtpoB MK/ (McxogHo 6bina
3anporpamMmupoBaHa 30Ha aetekuun O = 200 ya./muH,
nobaBneHa 30Ha geTeKkuunun 133 1 6051ee B MUHYTY).

TpeTui ann3oa KIMHUYECKON CMEPTU NPOM30LLEN B BO3-
pacte 12 net 9 mec. Co cnoB poautenew, ynana Bo3ne goma.
BbidBaHa 6puraga CKOpoOn MeAMUMHCKOW nomoliu, denba-
WepoM KOHCTaTMpoBaHa OCTaHOBKa cepaua. B TeuyeHue
30 MWH NPOBOAMAUCL PEaHUMAaLMOHHbIE MEPOMNPUATUS, Ha
dOoHe KOTOopbIX AocTaBfneHa B 6Gnauxanwyto LIPB, roe 6bina
3adUKCHpOBaHa acuCTONMA U peaHnMaLUOHHbIE MepPonpu-
ATUS NPOAOIKEHbI 4O BOCCTAHOBNEHNS CEpAeYHON aeaTenb-
HocTK (oKono 20 MuH). be3 co3HaHus TpaHCcnopTUpoOBa-
Ha B [OETCKYI Pecnyb/IMKaHCKYID KIMHUYECKYID OONbHULLY.
[ocnuTanMamMpoBaHa B OTAeNEHWE peaHnMaLnn U UHTEHCHB-
HOM Tepanuu. Mpu NOCTYNNEHUU COCTOSIHUE TAXKENoe, yrHete-
Hue LIHC (oueHKa no wkane Masro — 9 6annos). Co3HaHne
Ha ypoBHe conopa. Pearnpyet Ha 60oneBble pasgpaxuTenu
M NacCUBHbIE ABMWMKEHUS KOHEYHOCTEN OTKPbIBAHWEM rnas,
rpumacon 60MM, CaTtMem 4YesntcTen, CTOHOM, BCKPUKMBA-
HMEM, XaOTUYHbIMMW ABUKEHUSMU FONIOBOM U KOHEYHOCTAMM.
MbIL€YHbI TOHYC B COCTOSIHMM NOKOS MOBLIWEH NpenmyLle-
CTBEHHO B CcrubaTensix BepXHMX KOHEYHOCTEN U B pa3rubare-
NFX HUKHMX KOHEYHOCTEW; OTMEeYaloTCs KpPaTKOBPEMEHHbIe
TOHWYECKME COKPALLEHUS B MbllILAX BEPXHUX KOHEYHOCTEN.
Cuna mblwy, guddy3HO CHUXKEHa. B nerkux gbixaHve Besu-
KynsipHOE, paBHOMEPHO MPOBOAWTCS BO BCE OTAEMbI. Xpubl
B JIElKMX HE BbICAyWMBAOTCA. TOHbl cepAua NpurayLleHsbl,
puTMnyHble. YHCC — 69/MuH. ApTepunanbHoe aAaBneHne —
110/67 MM pT. CT. }KMBOT BNanbii, MArKUn, 6€3601e3HEH-
HbI. [le4eHb He BbICTynaeT U3-Noa Kpas pebepHon ayru.

CornacHo nNpoToKony aHanu3a AaHHbix UK B peruo-
HanbHOM KapAMOLEHTPE 3aperncTpupoBaH 3MM304 HU3KO-
amnnutygHon @M ¢ HaHeceHnem abdEKTUBHOrO paspsiaa
MaKcumanbHom aHeprum (40 ) (puc. 3). 3atem nmen mecto
peunanB napokcuama HU3KoaMnauTyaHon @X ¢ BbinonHe-
HUWEM oyepenHoro apdPeKTMBHOIro paspsga MakcuManbHOM
3HEepruen ¢ nocneayroummM BOCCTAHOBAEHUEM CUHYCOBOrO
puTMa 1 3ateM — MNoBTOPHbIN peumans O ¢ HeadheKTuB-
HbIMW cpabaTbiBaHMAMKU UK. Y4ynTbiBas HUIKOAMMAUTYA-
Hble 3yOLibl, CKNaAblBaeTCs BnevatieHme 06 oCTpomn Uemmm
MWOKapaa, KoTopas M 3anyctuia napokcuam X ¢ nepe-
XO[OM B aCUCTOJINIO U KIIMHUYECKYIO cMepTb. CpabaTbiBaHUA
MK/ Ha aToM dOHe 6b1In HEIPDEKTUBHDI.

MauneHTKa 3a04HO KOHCYNbTMPOBaHa creuuanucTamu
denepanbHOro MeauLMHCKOro LEeHTpa: yBennyeHa p[osa



Puc. 3. Npotokon aHanun3a aaHHbix ¢ UK Rivacor 3 DR-T

nauuneHTkn M. ¢ TKMM

Fig. 3. Data analysis protocol with ICD Rivacor 3 DR-T of patient M.
with HCM

Device: Rivacor 3 DR-T 08/15/2023
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MpumeyaHue. 3adUKCMpOBaH NAapPOKCU3M MOHOMOPGHOM
eNnyao4KOBOM TaxMKapanu C YaCTOTOM enyA04KOBbIX COKpaLLEeHN
168 ya./MWH ¢ NepexofoM B HU3KOAMMINUTYAHY GUEPUANSLIMIO
enyao4yKoB B TeveHne 42 c. HaHeceH abdeKTUBHbIV pa3psa
MaKcuMmanbHon aHeprun (40 [I)K) ¢ BOCCTaHOBIEHWEM CUHYCOBOTO
pUTMa eNyao4KOBbIX COKpaLLeHui 136 ya./MuH.

Note. Monomorphic ventricular tachycardia paroxysm with ventricular
contraction rate of 168 bpm was recorded with transition

to low-amplitude ventricular fibrillation within 42 seconds. Effective
shock of maximum energy (40 J) was implemented with restoration
of ventricular contractions sinus rhythm of 136 bpm.

MeTonposona o 150 mr/cyT (4 mr/Kr), Nnpoao/iKeHa Tepa-
nus nponadeHoHOM, TopacemMuaoM, CMUPOHONAKTOHOM,
acrnuMpuHOM, HayaTa aHTWKoaryasiHTHas Tepanus renapw-
HOM, peKOMeH/10BaHa 3aMeHa nponadeHoHa Ha aMUOoAapPoH
B fo3e 10 Mr/Kr/cyt ¢ nocneaylolwmm CHUMXEHUEM [L03bl
[0 5 Mr/Kr/cyt.

Ha ¢oHe npoBOAMMOW HEMPOMPOTEKTOPHOM, aHTUOK-
CUAAHTHOM M KapAMOTPOMHOM Tepanuu OTMeYasnocb nocrte-
NneHHoe BOCCTaHOBMeHWe LepebpanbHbix GyHKUKMA. OgHaKo
3aduMKCMpoOBaHO 2 anu3oda CyAaopor, B CBSA3W C 4eM noj-
KNto4yeHa Tepanua nesetupavuetamoM. Npu nposeaeHunn KT
rOfI0OBHOr0 MO3ra MPU3HaKOB MHTPaKpaHWaabHOro 06beM-
HOro 06pas3oBaHUs U OPYronM OpraHWYeCKOW NaTonorMu He
o6HapyXeHo. Ha anekTtpoaHuedanorpamme (33N — cHU-
YEeHMEe YPOBHS BGUO3NEKTPUYECKON aKTUBHOCTU MO3ra, yme-
peHHas anaHuedanbHasa AMCHYHKLMS, CHUKEHWE OCHOBHOMO
put™Ma no amnautyge. O4aroBbIx U aNMAenTUGOPMHBIX 3Ha-
KOB He BbIsiIB/1EHO. 10 JaHHbIM XONTEPOBCKOr0 MOHUTOPUPO-
BaHuA SKIT — enyao4yKoBbIX apuTMUIK He BbiiBNIEHO. [Tpu
nocnegytouwem KoHtpose MK/ B paHHeEM nocTpeaHUMaLMOH-

HOM nepuoae 3apuKcnpoBatbl 4 annsoaa G (KynupoBaHbl
MK[) v anu3oabl HamKenyagoyKoBOW TaxMKapauu, Kynupo-
BaHHble CaMOCTOATENbHO. B AMHaMWKe — BblpaXKeHHble
NposiBNeHUss NocTpeaHMMaLMOHHOW 60ne3HU. CHUXKEHDI
namsitb M BHMMaHWe. OTMevaloTcs 3Ha4vyuTenbHoe Hapy-
WeHMe apTUKYN[aUMK, OWCNEKCUS, BblpayKeHHas a3xonanus
N 3XOMpaKCcus, OTCYTCTBME MHCTUHKTUBHOW peyun (He UCKIto-
YeH peyeBor amM60/). TOHYC MbILIL, cNacTUYeCKUi, 6onblue
B HUXHWUX KOHEYHOCTSX. [1paBOCTOPOHHUI remunapes.

CaMOoCTOsITENbHO HE XOAWT, HO caguTCcs U CUaWT. Mblley-
Has cuna B BEPXHUX KOHEeYHOoCTaX — 4—4,5 6anna, B HUKHUX
KOHEYHOCTAX CHUXEeHa A0 3 6annoB. MNnoTpodusa MblLL, HUXK-
HWX KOHEYHOCTEN, CYXOXMUNbHbIE U NEepUOCTabHble pedieKchl
D > S, KoneHHble pednekebl D > S, cHUXeHbl. KnoHycbl cTom.
MNaTonornyeckune pednexcbl babMHCKOro ¢ 2 CTOPOH.

Ha cepun 3KI — cuHycoBas OGpaaukapaus
52-64 ya./MWH, OTKIIOHEHWE 3MIEKTPUYECKOM ocu cepaua
BNIEBO, 3aMef/ieH1e BHYTPUKENYA0HKOBOM MPOBOAMMOCTH,
aTPUOBEHTPUKYNSpHaa 6nokaga | crteneHu, natonoruye-
ckuin QS B I, Ill, AVF, HapylieHne npoLeccoB penonspuaa-
umn, 3ameanenune QTc go 465-488 mc. Nogbem cermMeHTa
ST+1-1,5mmB VL, V2, I, Il

Ha 3xoKI 4epe3 mecsu nocne nocnegHero anuaoja
OCTaHOBKM cepAua — COCTosiHMe nocne umnnaHtaumum UK.
HenyaoykoBbl aneKTpos PUKCUPOBaAH B BEPXYLLUEYHOM cer-
MeHTe M. AcummeTtpuryHasa FTKMI1 ¢ nopaxkeHnem MUoKap-
[1a 060UX KeNyoo4YKOB (C MakCcMMasbHOW TONLWMHOM B MPOEK-
LUn 6a3anbHOro U CpeaHero nepeaHenarepasnbHbIX CErMEeHTOB
[10 29 MM), aHeBpUu3Ma BepxywKu JTHK (23 X 18 mm). Pazmepbl
Kamep cepgua B npegenax HopMbl. [no6anbHas cucTonunye-
cKas QYHKLMS KenyaoyKoB He UBMEHEHa.

Yepe3 6 mec nocne nocnegHero ann3oga BHeE3arnHoM
OCTaHOBKM KpoBooOGpalleHns, B Bo3pacte 13 neT rocnu-
Tanu3npoBaHa B AETCKOE KapAMONOrnMyeckoe OTAeneHue
deaepanbHOro MeauuUMHCKoro ueHTtpa. Ha 3xoKI — 6e3
CYLWECTBEHHOW AMHAMUKKN (MaKCcumanbHas TonuwmnHa MMM —
28-32 mM (7,5 z-score)). He3HaunTenbHbIM rTMNOKMHES nepes-
HUX cermMeHToB. AHeBpu3Ma Bepxywku JIK 22 X 10 mm
C Y4aCTKOM MCTOHYEHUS MWUOKapaa A0 2 MM C Mepexogom
Ha BepxywKy M 1 30Ha runoknHesa nepegHen cteHkn MK
B BepxyleyHoM oTaene. B nabopaTtopHbIX TecTax: HaTpun-
ypetnyeckumn nentug — 185 nr/mn (Hopma go 100 nr/mn),
TPOMOHMH — 144 Hur/mn (Hopma Ago 18,3 Hr/mn),
TUPEOTPONHbIK FOPMOH — > 47,6 MKME/mMn (Hopma
0,34-5,60 mKME/mn), T4ce — 5,18 nmonb/n (Hopma
8,84-15,08 nmonb/n), T3cB — 4,41 nmonb/n (Hopma
4,85-11,53 nmonb/n), aHTUTEeNa K TUPeonepoKcuaa-
3e — > 998 ME/mn (Hopma go 10,0 ME/mn). Mo gaHHbIM
93l — yMepeHHas aes3opraHu3auus KOPKOBOW PUTMUKM,
ANUNENTUGOPMHON aKTMBHOCTU He BbisiBNeHO. lpu cyToy-
HOM MOHWTOPMPOBAHUKN apTepPUaNbHOIo AaB/iEHUS BblsiBiEHa
nabwnbHasa aptepuanbHaa runoteHsus. NpoBeaeHa Koppek-
uMa Tepanuu: fo3a MeTonposona CHUXeHa o 125 mr/cyt
(3,6 mr/kr/cyT), NpoAo/MmKeHa aHTMapuTMUYecKas Tepanus
amuogapoHom 5,6 Mr/Kr/cyT, KOMGMHUPOBaHHas AnypeTrye-
CKas Tepanus TopaceMMAOM U CMMPOHONAKTOHOM, aHTharpe-
raHTHas Tepanus aLueTuIcanuuUmMIoBON KUCIOTOM 2,8 Mr/Kr/cyT,
[103a NeBOTUPOKCUHA yBenuyeHa ao 50 MKr/cyT, NpoTUBOCY-
LOPOXKHas Tepanus NPOACIKEHa B MPEXHEM 06beEME.

[nsa pelleHns BoMpoca O peBacKynspu3aummM MUOKap-
Ja KOHCynbTMpOBaHa CepAEYHO-COCYAUCTbIM XMPYProM.
Y4uTbiBas BbICOKMIM PUCK BMELLIATENbCTBA, OT ONepaTUBHO-
ro fe4yeHns BO3AepKanucb. PeKomeHgoBaHa KOHCynbTa-
uns co cneunanuctamu degepanbHOro HayyHOro LEHTpa
TPaAHCMNIAHTONOIMU U UCKYCCTBEHHbIX opraHoB (PHLITMMO)
um. B.U. lWymakoBa (MocKBa) ans pelweHus Bonpoca
0 MOCTaHOBKE B INCT OXKMAAHMS TpaHCNAaHTauum cepaua.
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E Clinical Observation

KnuHunyeckKoe Ha6noaeHue

B Bo3pacte 13 neT rocnutanuanpoBaHa ana obcneno-
BaHMA B PHLUTMNO mm. B.H. LLlymakoBa. Mo aaHHbIM IxoKT:
MMM — 22 cm, 3CJIK — 14 mmMm. [pagueHTa Ha BbIBOAHOM
otaene JIXK HeT. [poBeaeHa KaTteTepusalLmsa npaBbiX OTAEN0B
cepaua. lNokasaTenun cepaeyvyHo-ero4HOM reMoanHaMUKu
B npenenax HopMbl. 3aK/l04YeHWe KOHCUIMyma: MoKa3la-
HUM ONS XMPYPrMYECKOW KOPPEKLMKU XPOHUYECKOW cepaey-
HOW HeaocTaToO4YHOCTU HeT. PekomeHaoBaHO HabnwogeHue
neanatpa, AETCKOro Kapauonora no MeCTY MKUTenbCTBa.
[JvHamMnyecKmin ocMoTp Yyepes 6 Mec.

B HacTosillee Bpemsi COCTOSIHME OEBOYKM CTabuibHOE.
PekomeHaaumn BbINONHAKOTCSA B MNOJIHOM 0ObeMe.

OCHOBHOM AUArHo3

AcuMMeETpUYHaa runepTpoduryeckas HeOOCTPYKTUB-
Has KapAuMomuonaTua C MopayKeHWMem MUOKapaa, CeMew-
HbIM BapuaHT. JHAOKapAuanbHasa MMNAaHTauusa 2-kKamep-
HOro KapauoBepTepa-gedunbpunnaropa Biotronic Rivacor
DR-T 84868386.

OcnoXHeHne OCHOBHOIro 3a6osieBaHus

146.0 OcTtaHoBKa cepaua C ycrnelwHbIM BOCCTaHOBNEHU-
em cepaeyvHon geatenbHocty oT 11.02.2023, 27.04.2023,
08.08.2023. OcTpblt MHDaApKT MMOKapaa ot 11.02.2023.
MapoKkcuamanbHaa yctonymBass MOHOMOPdHas *Kenygo4yko-
Bas Taxvkapaus. 142.8 AHeBpu3ma BepxylKku JIXK 23 X 12 mm.
150.9 XCH Il ®K IV no ROSS. ®doHoBoe 3ab6oneBaHue:
145.6 UHTepmutTUpylowmmn deHomeH WPW (HOLOBEHTPMU-
KyNSpHbIM TpakKT). lMapokcuamanbHasg ycTonynMBas MOHO-
MopdHasa KenygoykoBasa Taxumkapausa. CoctosHue nocne
MHBA3MBHOIO 3M1EKTPOOU3NONOrMYECKOr0 WUCCef0BaHMS.
134.0 MutpanbHas peryprutaumnsa 1-n ct. 136.1 TpuKycnu-
panbHaa HepgoctatodHocTb 1 cT. 137.1 TynbMoHanbHas
HegocTaTo4HOCTb | CT. JlTabunbHaa apTepuanbHas rMnoTeH-
3us. CoctoaHue nocne KA. lMocTrunokcnyecKkas aHuedano-
natusa. CnactuyecKkun TeTpanapes.

BpemeHHas wKana
XpoHonornsa pasBuTua 3abofieBaHUa Yy NauMeHTKu M.
npeacrtaBneHa Ha puc. 4.

OBCYXAEHME

KM aBnaeTcs ogHoOM M3 Hanbonee pacnpoCcTpaHEeHHbIX
npuinH BCC y geten B CLUA v EBpone, oco6eHHO Ha doHe
3aHATUSMKU cnopToM [22, 23]. B cBoto o4epeab, BCC aBnsaetcs
Haunbonee YyacTbiM HeGnaronpmuaTHbIM ncxogom F’KMI y neten

Puc. 4. XpoHonorusi pa3Butusi 3a6oneBaHns y naumeHTkn M.
Fig. 4. Disease chronology in patient M.

¢ yactoton 1-7,2% B roa [24, 25]. HenocpeacTBEHHOW Npu-
ynHon BCC naumeHtoB ¢ TKMIT aBngioTcs xenyao4ykoBble
TaxMapuTMnn (HeycTomuyMBas M ycToMuMBas KenyaoyKoBas
Taxukapans n ®X), 3HaunTeNbHO perxe — GpaanapuTMum
(cMHApPOM €NaboCTU CUHYCOBOIO y3/1a U aTPUOBEHTPUKYNSAP-
Has 6/10Kaja BbICOKUX CTeMNeHewn) [26].

Hamu npeacrtaBneHo KiMHWYeckoe HabnwgeHne pebeH-
Ka ¢ TKMII, KoTopbI TpUXKAbl NEePeHec OCTaHOBKY cepAua
C YCMELHbIM BOCCTAHOBNEHWEM CEPAEYHON LEeATENbHOCTH.
anusoabl ©X y AEBOYKM MMENU MECTO KaK Ao, Tak U nocne
yctaHoBKM WK[. Tpu nepBoHavanbHOM o06cnegoBaHum
B denepanbHOM LeHTpe puck BCC 6bi1 pacLeHeH KaK HK3-
KWW, y4UTbIBas YMEPEHHYIO rMnepTpoduio MMoKapaa, OTCyT-
CTBME B aHaMHe3€e CUHKOMaNbHbIX COCTOSIHWUM, YKeNyA04KOBbIX
apUTMUI NPU XONTEPOBCKOM MOHUTOPUPOBAHUN U CEMENHOM
nctopuun BCC [27]. OcTaHOBKa cepjua, BO3HUKLLAA Ha GoHe
OTHOCUTENbHO GnaronpusaTHoro Tevyenns FKMII, ykasbiBana
Ha HeOoOGXO0AMMOCTb MOWMCKa ApyruMx GaKTopoB pucka [12].
B pesynbrate NOAHOMEHOMHOIO CEKBEHWPOBAHWUSA BbISBAEH
naToreHHbI BapuaHT reHa TAXenon uenu B-muosnHa (MYH7),
KOTOPbIN ABASIETCS O4HOM U3 Hanbonee YacTbIX NpUinH FTKMI
C ayTOCOMHO-AOMWHAHTHbIM TUMOM HacNefoBaHWUA Uy AeTen
accoLMMpoBaH ¢ He6GaronpuUATHbLIM MPOrHO30M M BbICOKUM
PUCKOM Pas3BUTKS KeNyao4KOBbIX TaxmaputMmun [20].

B xoae o6¢cnenoBaHns y 4EBOYKMU BbISBAEH «MblLIEYHbIN
MOCTUK» — BPOXAEHHAs aHOMaNWs KOPOHapHOM apTepuu,
npyv KOTOPOW onpeaeneHHbln ee CerMeHT MpPoXoAuT nog
cnoemM MWoKapaa M chaBnMBAETCA WAM TONbKO BO BpeMS
CUCTOJIbl, UNK elle n B gnactony [28]. Y Hawen naumeHTKu
nNpocBeT apTepun YMeHbLUAETCS U B CUMCTONY, U B AMACTONy
(Ha 100 1 50% coOTBETCTBEHHO). «MblllE€YHblE MOCTUKU»
onucaHbl y 60nbHbIX ¢ TKMIT 1 BpoXAeHHbIMK MOPOKaMu
cepaua vaule, 4em B nonynsiuuun, U MOryT cnoco6¢cTBOBaTh
6onee TAXKENOMY TeYEHUID 6ONE3HM C Pa3BUTUEM ULLIEMUHU
MWOKapaa v HapyleHun putma [28]. «MblleyHble MOCTU-
Ku» pernctpupytotes y 28% ageten ¢ FKMI [29]. MauneHTsl
C [laHHOW aHoManuen KOPOHAapHbIX apTepuin 4alle oTMme-
yatoT 60nu B rpyan (y 60% npotmB 19% y geten ¢ TKMI
6e3 3TON aHOManuu), coobuatoT 06 3anNM3o4ax OCTaHOBKM
cepaua B aHamHese (50% npotmB 4%) U Kenyao4ykoBou
Taxnkapamn (80% npotue 8%). Kpome TOro, y Takux nauu-
E€HTOB Npu Npobe ¢ GU3NYECKON Harpy3Kom perncTpupytot
CHWXXEeHMEe apTepuanbHOro gaBieHns, 6osee BblpaxKeHHY
nenpeccuio cermeHTa ST U aucnepcuio nHTepsana QT [29].
B nccnepoBaHnm S.A. Mohiddin 1 coaBT. HANU4YNE «MbllLIEY-
HbIX MOCTMKOB» OblI0 CBA3aHO M C 60Nee BblparKEHHOM

MepBbIN 3N1304 HEYCTOMYNBOMN HauaTa MNepBbin ann304 Btopow anunzog TpeTun anusog MpoBeaeHo
CyrnpaBeHTPUKYSPHOM aHTMapuMTMUyeckas KIIMHUYECKOWM KIMHUYECKOM KIIMHUYECKOWM NOSIHOTEHOMHOE
Taxukapauu Tepanusi nponadeHoHOM cMepTH cmepTH cMepTH CEeKBEHWpOBaHue

8 net 11 net 11 net 12 net 12 net 12 net 12 net 12 net 13 net
11 mec 5 mec 10 mec 3 mec 4 mec 5 mec 6 mMec 9 mec 2 mec

BriepBble Hauarta Tepanus Brepsble MMnnaHTauus PexomennosaHo oépamer—iwe
rocnutannMavposaHa 6eTa-aapeHo- rocnuTanuanpoBaHa KapanosepTepa- B cneunann3npoBaHHbin
B NPOGUIbHOE oTaeNneHue 6/10KaTopamm B defepasbHbii LEHTP neduépunnsatopa LIEHTP TPaHCMNaHTONOrMu
A/151 IOCTAHOBKM B JINCT OXUAAHUS

TpaHcnnaHTaUum cepaua




runeptpodmen muokapga JIXK [30]. MMpoToKonbl fie4eHus
NauMeHTOB C «MbllEeYHbIMW MOCTUKaMW» A0 HaCTOsILWEero
MOMEHTa He padpaboTaHbl, XOTH B IMTepaType NpeacTaBie-
Hbl OMMUCaHMA OTAENbHbLIX KIMHUYECKMX HABMOAEHWUI, Koraa
XMpypruyeckas KoppeKumns AaHHOM aHOManuu y naumMeHToB
¢ T'KMIN npuBoguna K yMeHbLIEHUIO BblpaXKEHHOCTU cep-
[e4YHON HeaoCTaTOYHOCTU yXKe B BGauXKanllem nocneonepa-
LUMOHHOM nepuoge [31] M OTCYTCTBUIO KUBHEYrpOoXKatoLLnx
aputmmn [32].

Kak ycTaHOBNEHO Y B3POC/blX NaLMEHTOB, ULLEMUS MUO-
Kapga otdarouiaet TedeHne NKMI, a Bu3yanusauus o4yaros
MIWEMUN BbISBASIET FPynny AuL, BbICOKOrO pUcKa Hebnaro-
NMPUSATHBIX CEPAEYHO-COCYANCTbIX McxooB [33], HO B HacTos-
Lee Bpems OLleHKa MWEMUKN He BKIOYEHA B PEKOMEHALMM
no crpatndukaumnm pucka npu F'KMI y geten (cm., Hanpu-
Mep, 3pecbk: https://hcmriskkids.org). He paspaboTaHbl
M Noaxodbl K ee KoppeKuun ans npodunaktuku Hebnaro-
MPUSATHBIX CEPAEYHBIX COBbLITUN, TOFAA KaK NpeacTaBiEHHbIN
Hamu cny4ya AeMOHCTPUPYET, YTO NepeHEeCceHHbIn UHbapKT
MWOKapaa (¢ nocnegyrowmnm GopMMpoBaHUEM aHEBPU3MbI
JIXK) aBunca gononHuUTenbHbIM GaKTOPOM pPUCKa pa3BU-
TUS 310KAQYECTBEHHbIX XKENyAo4KOBbIX Taxuaputmumi u BCC
y pebeHka ¢ TKMI [34].

3AK/IIOMEHME

Y NauUMEHTKU C FEHETUYECKN AeTEPMUHMpPOBaHHON TKMI
nporpeccupoBaHne 3aboneBaHusl, HapacTaHue rMnepTpo-
dMM MHOKapaa B COYETAHMM C BPOXKAEHHOM aHOManuen
KOPOHApHbIX apTepuin («MbllE€YHbIK MOCTUK») MPUBENO
K pasBUTUIO OCTPOro MHdapKTa MMOKapAa, OCNOXHEHHOIO
eNyao4yKOBOW TaxuKapauen, Gpubpunnsaunen »Kenygovykos
W nocneaylollen OCTaHOBKOM KpoBoobGpalleHus. Mwemus
MHWOKapaa U popMupoBaHMe NOCTUHDAPKTHOM anuKanibHOM
aHeBpM3Mbl, 04EBUAHO, BblN AONONHUTENbHBIMKU daKTopa-
MU, HEraTUBHO BAUSIOLLMMHK Ha NPOrHo3 60ne3Hn. HecmoTps
Ha OTAEeNbHbIE KIMHUYECKNE HAbNOAEHWS, TaKTUKa BeAeH s
NaUUeHTOB C «MbllLIEYHbIMW MOCTMKaMu» npu TKMI1 He pas-
paboTtaHa. KapanoxupypraMu pucK onepaTtuBHOMO NeYeHus
NauMeHTKM pacLLEeHeH KaK 04YeHb BbICOKMIM U peKoMeHaoBa-
HO OMHaMKU4yecKoe HabnwogeHue. lNpeactaBneHHbIA cnyvyan
OVKTYeT He06X0AMMOCTb HAKOMIEHUS OMbiTa BEAEHUS NaLu-
€HTOB JeTcKoro Bo3pacta ¢ 'KMI n aHomanuMamun KopoHap-
HbIX apTepun ansa paspaboTKU Ne4ebHO-NPOodUIaKTUYECKUX
MEPONPUATUI U CHUKEeHUA pucKa BCC.
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0O60cHoBaHMe. BpoKAeHHbIN XMI0TOpaKe BO3HUKAET B pe3ysibTaTe aHOMaslui pasBUTUs JIMM@aTU4ecKux cocyoB U yYBen-
4YUBAET PUCK MEPUHATa/IbHON CMEPTU B PE3Y/IbTAaTe HAKOMIEHUS TMMPATUYECKOM KUAKOCTU B M/1I€BPAJILHON MO0CTHU C pas-
BUTMEM BTOPUYHOM rMMomnaa3nm nerkmx. Topako-aMHMabHOE LIYHTMPOBAHME (APEHNPOBaHUE XWUAKOCTU U3 FPYAHON KIETKU
B @MHHUOTHUYECKYIO M10J10CTb BHYTPUYTPOBHOIO pebeHKa) MOXET YBEIMYNTb BbIXKMBAEMOCTb eTel B Takux ciyyasix. OnucaHme
KnMHM4YecKoro cayyas. Ha 22-i Heq 6epeMeHHOCTH Mpu ybTpa3ByKOBOM UCCIEA0BaHMM Y BHYTPMYTPOOHOIro pebeHKa BblsiB-
JIEH MMAPOTOPAKC C/ieBa, TOPaKo-y/IbMOHa bHbIN MHAEKC (COOTHOLIEHME O6LYes NaoLaan Aerkmux K rniowaam rpyaHon KIeTku
B npoueHTax) coctaBun 24,5% (npu Hopme 41,6 = 2,5%). B 28 Hen rectaumnu BbifOJIHEH TOPaKOLEHTe3, BbigesneHo 30 ma
JKMAKOCTU COJIOMEHHO-}XENITOro LBeTa. B acnupate onpeaesieHa BbICOKas KOHLEHTpaLmus TpummnuepnaoB (4,77 MMOJb/A).
YcTaHOBAEH CTEHT /151 TOPaKO-aMHWaIbHOI O LWYyHTUPOBaHUS. TopaKo-ny/bMOHaIbHbIA MHAEKC M0C/1e CTEHTUPOBAaHMUSI COCTaBU/
40%. B 30*3 Heg npoBefeH MOBTOPHbIA TOPAKOLIEHTES U3-3a HEGYHKLIMOHMPYIOLLEro CTEHTa, acrnMpupoBaHo 70 M MUAKO-
CTU COJTOMEHHO-)KENToro uyeeta. B 35 Hex 1 cyt rectauymm y 6epeMeHHON Havyaanucb CXBaTKoobpa3Hbie 60/ BHU3Y KUBOTA.
lNepen onepaLuen KecapeBa ceYeHus MPOBEAEH TOPaKOLIEHTE3, acrnnpmpoBaHo 30 M/ XUIe3HOM KugKocTu. lyTtem KecapeBa
CceqyeHUs1 POANJICS KMBOW MaslbuyMK ¢ Maccon Tena 2617 r, rno wrane APGAR — 5/6 6a/10B. Cpa3dy nocsie poxaeHnss pebeHoK
MHTY6UPOBaH, HadaTa pecrnupatopHas Tepanus (MBJ1), nepeBeaeH Ha napeHTepasibHoe nutaHue. B 1-e cyT u3Hn rnposeje-
HO ApeHupoBaHue rpyaHoM noaocT pebeHKa cnieBa, M Ha 14-e cyT OH nepeBejeH B OTAE/IEHUE XUPYPIru HOBOPOIKAEHHbIX.
3aknioyeHume. [lpeHaTanbHasi AMArHOCTUKa BPOXKAEHHOIO0 XWJI0TOpaKca OCHOBaHa Ha BbIsIBIEHMM CBOOOAHOM »KWUAKOCTU B
rPYAHOM MOJIOCTH BHYTPHUYTPOBHOIO pebeHKa HauynHas ¢ 20-i Heq 6epemMeHHOCTH. TopaKo-nyIbMOHa/IbHbIA MHAEKC MO3BO/ISET
OLIEHNTb CTENEHb BTOPUYHOM rMnomnia3nm aerkux. Topako-aMH1aIbHOE LWYyHTUPOBaHUE BO BHYTPUYTPOGHOM epuoge yaydilaet
pe3ybTathbl IEYEHNS BPOKAEHHOI0 XMI0TOPAKCa, CHUXKas CTEMNEHb MMINoMnaasnm IErKUX y MpeHaTabHOro pebeHKa.
Knro4yeBble c/oBa: Xx110TOpaKe, NpeHataslbHas AnarHoCTMKa, TopaKo-aMHUaIbHOE LYHTUPOBAaHHUE, KITMHUYECKUI Cayqan
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OBOCHOBAHME

BporKAeHHbIM XMI0TOpaKe — cKonieHne NumMebl B N1eB-
panbHOM NONOCTH, BO3HUKAIOLLEE B HEOHATaIbHOM Nepuoae
B pe3y/ibTate aHoMasui pasButus TuMdatnyecKkmnx cocyaos,
B AETCKOM BO3pacTe — Mo NpUYMnHE 4ENCTBMUS Nocneonepa-
LIMOHHBIX M NMOCTTpaBMaTU4YeCKMX GaKTOpOB, a TaKXe npu
6one3Hu lopxama — Crayta [1-3]. BpoxaeHHbIN XMNOTO-
pakc sABNseTcsa Haubonee pacrnpocTpaHEeHHOW MPUYUHON
naeBpanbHOro BbiNOTa B NepuHaTanbHOM nepuoge [4, 5].
YacTtoTa 3ab6oseBaHMsA cocTaBnseT npumepHo 1 cnyyvan Ha
15 TbiC. XMBOPOXKAEHUM [5—T7], Yalle ero AMarHoCTUpyLoT
y ManbyukoB [8, 9]. EcTecTBeHHOE TeyeHne XuaoTopaKkca
BapbMpPyeT OT CMOHTAHHOro paspelleHns 4O nNporpeccupy-
IOLLEr0 BblpaXeHHOro ruapotopakca, detanbHON BOASHKM
[6] u cmepTH B CBA3K C pa3BUTUEM BTOPUYHON rMMonIasunm
JIErKMX U OCNOXKHEHWUI, BOSHMKAIOLLMX B pedynbraTte notepu
apeHupyemon numoel [2].

[narHoCcTKa BPOXKAEHHOI0 XMN0TOpPaKca B npeHaTasb-
HOM nepuoje BO3MOXHa HayuHaa ¢ 16-n Hep 6epemeH-
HOCTM M OCHOBbIBAETCS Ha BbIABAEHUN XNAKOCTU B FPYAHOM
KJIETKE BHYTPUYTPOBGHOro pebeHKa no pesynbratam ynbTpa-
3BYKOBOro uccnegoBanus [8, 10, 11]. JleyeHue B cnyyae
BPOMAEHHOI0 XMNOTOPAKCa HaYMHAETCS MOCAE POXKAEHUS.

OfHaKo B KayecTBe a/lbTEPHATUBHOIO METOAA SIeHEHUSA MOXK-
HO BblGpaTh TOpaKO-aMHUaNbHOE WYHTUPOBAHWE BO BHYTPU-
yTpo6HOM nepuoje [2, 4, 6]. [10 MHEHUIO MHOMMX aBTOPOB,
3TOT METO4 B NpeHaTalbHOM Mepuofe MOXET YBENUYUTb
BbIXXMBAEMOCTb NP TAXKENOM dbeTanbHOM XUI0TOPaKCe, CHU-
as pUCK BTOPUYHOM runonnasuu nerkux [6, 8, 12]. Tem He
MeHee, COXpaHseTcs aKTyalbHOCTb UccnegoBaHun abdek-
TUBHOCTU U 6e30MacHOCTU deTanbHbIX BMeLlaTenscTs [2, 4].
Huxe npeacTaBneH pefKkui ciydyan Xunotopaxkca, AnarHocTu-
POBaHHOIO BO BHYTPUYTPOOHOM Nepuoae, C ApEHNPOBaHUEM
rPyAHOM MONOCTU NpeHaTanbHOro pebeHKa M TopaKo-aMHM-
anbHbIM WWYHTUPOBAHUEM, @ TaKKe NPOLOIKEHUEM SleHeHUs
B HeoHaTa/llbHOM MNepuoje, BKIOYaloWero ApeHUupoBaHue
rPyAHOM NOMIOCTH, C 61aronpUATHLIM UCXOLOM.

KNIMHUYECKUIA NPUMEP

O nauyueHTe

BepemeHHas H., Bo3pacT 24 roga. bepeMeHHoOCTb Tpe-
Tbsl, NEPBasi — CaMOMPOWU3BOJIbHbIN BbIKUAbIW B 4—5 Hep,
BTOpasi — CPOYHbIE POfbl, POXAEHWE AEBOYKM C Maccow
Tena 3400 r, pebeHOK KB, 300p0B. HacTosauaa 6epemeH-
HOCTb B | TpUMeECTpe OCnoXHWNacb TOKCMKo3oM. Co cnoB
EHLLMHbI, NMepeHecna OCTPYI0 PecrnupaTopHylo MHOEKLMIO
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Puc. 1. [onepeyHblit cpe3 rpyaHON KNEeTKU BHYTPUYTPOOHOro pebeHKa Ha 22-i Hel 6epeMeHHOCTU: YNbTPa3BYKOBOE UCCNeA0BaHne
Fig. 1. Transverse section of fetal thoracic cavity at 22nd week of gestation: ultrasound examination

MpumeyaHme. A — CpoK 6EPEMEHHOCTM — 22 Hef 2 CyT, NIoLaab NpaBoro ferkoro — 1,88 cm2, 1eBoro nerkoro — 1,79 cm2, rpyaHoi Kiert-
KM — 15 cM2, TopaKo-MyJbMOHaNbHbIA MHAEKC — 24,5%; B — NeBOCTOPOHHMWII rMAPOTOPaKC B 28 HEA rectaluu, [0 TopaKo-aMHUaNbHOro
LWYHTUPOBaHUg; B — nocne Topako-aMHWanbHOro WyHTMPOBaHuA: 1 — neBoe Nnerkoe, 2 — npasoe ferkoe, 3 — cepaue, 4 — neBOCTOPOHHUM

rMAPOKTOPaKC.
McTouHuK: Hopmypagosa H.M., 2025.

Note. A — at 22 weeks and 2 days of gestation, left lung area — 1.79 cm?2, thoracic cavity area — 15 cm?2, thoracic-pulmonary index — 24.5%;
B — left-sided hydrothorax at 28th week of gestation, before thoraco-amniotic shunting; C — after thoraco-amniotic shunting: 1 — left lung,

2 — right lung, 3 — heart, 4 — left-sided hydrothorax.
Source: Normuradova N.M., 2025.

6e3 NoBbLILLEHNT TEMNEPaTypbl B Nerkon dopme ABaxKabl: Ha
8-Mn 22- Hen rectaumun. YnbTpa3BYKOBbIE MCCNEeAOBaHUSA
npoBeaeHbl B 12 1 16 Hen 6epeMEHHOCTH, TosLLMHA BOPOT-
HWKOBOW 30HbI MPU NEPBOM CKPUHUHIE — 1,4 MM, HOCOBas
KOCTb onpefensanacb, ynbTpa3ByKOBasi aHAaTOMMS COOTBET-
CcTBOBana cpokam 6epeMEHHOCTH.

YnbTpa3ByKoBOe UcciegoBaHue

Ha 22-i Hen 6epeMeHHOCTM B XO[€e YNbTPa3BYKOBOro
nccneaoBaHms, BbIMOJHEHHONO C WMCMNOb30BaHWEM anna-
pata aKcneptHoro knacca RS80A-RUS (Samsung Medison,
Pecny6nnka Kopes) n KoHBeKcHoro aatimka 4C-RS, y BHy-
TPUYTPOBHOrO pebeHKa BbISIBAEH rMAPOTOPaKC cieBa, Topa-
KO-MyNbMOHaNbHbIA MHAEKC (OTHOLWEHWEe o6llen nnowaau

JIETKUX K M/oWaam rpyaHoin KIeTku B NpoLeHTax) cocTaBuil
24,5% (puc. 1).

MpeaBapuTeNnbHbIA AUArHo3

J1eBOCTOPOHHMI TMAPOTOPAKC Yy BHYTPUYTPOOBHOIO pebeH-
Ka C recrtauMoOHHbIM BO3pacTom 22 Hepd 2 CyT, YMEPEHHas
BTOPUYHAS rMNONAasns NErkux.

JAnHamMuKa u ucxopbl

C 22 po 28 Hea 6epeMEeHHOCTU MEHLMHA MNpPOXOAu-
Na exeHedenbHoe YybTPa3BYKOBOe wccnegoBaHue. Ha
28-11 He 6epPEMEHHOCTM B CBHA3M C HapacTaHMEM ruapo-
TOpaKca Yy BHYTPUYTPOOGHOro pebeHKa nauuneHTKa O6blinia
HanpaB/iieHa Ha Joo6cnefoBaHUe W iedeHne B crneunanu-

Rustem B. Yusupbaev?i, Nodira M. Normuradova?: 2, Gulrukh A. Pulatova!, Muhlisa M. Usmanova?

1 Republican Specialized Scientific and Practical Medical Center for Maternal and Child Health,

Tashkent, Republic of Uzbekistan

2 Center for the Development of Professional Qualifications of Medical Workers, Tashkent, Republic of Uzbekistan

Chylothorax Prenatal Diagnosis and Treatment: Case Study

Background. Congenital chylothorax results from abnormalities in lymphatic vessels development and increases perinatal death risk due
to lymphatic fluid accumulation in pleural cavity with secondary pulmonary hypoplasia development. Thoraco-amniotic shunting (drain-
age of fluid from the chest into the amniotic cavity in intrauterine baby) can increase children survival in such cases. Case presentation.
Ultrasound examination has revealed left-side hydrothorax in the intrauterine child on the 22nd week of gestation. Thoracic-pulmonary
index (ratio of total lung area to chest area, in percent) was 24.5% (normal values — 41.6 + 2.5%). Thoracocentesis was performed at
28th week of gestation, 30 ml of straw-coloured liquid was gathered. High triglycerides level (4.77 mmol/L) was detected in the aspirate.
Stent for thoraco-amniotic shunt was installed. Thoracic-pulmonary index after stenting was 40%. Second thoracocentesis was performed
at 30+3 week of gestation due to non-functioning stent, 70 ml of straw-coloured liquid was aspirated. Pregnant woman had cramping
pains in the lower abdomen at 35 weeks and 1 day of gestation. Thoracocentesis was performed before the Cesarean section, 30 ml of
chylous fluid was aspirated. Live-born boy was delivered via Cesarean section, body weight — 2617 g, APGAR score — 5/6 points. The
child was intubated immediately after birth, respiratory therapy (ALV) was initiated, as well as parenteral nutrition. The child’s thoracic cav-
ity was drained on the left on the 1st day of life, and he was transferred to the neonatal surgery department on the 14th day. Conclusion.
Prenatal diagnosis of congenital chylothorax is based on the detection of free fluid in thoracic cavity of intrauterine child starting from the
20th week of gestation. Thoracic-pulmonary index helps us to evaluate the degree of secondary pulmonary hypoplasia. Thoraco-amniotic
shunting in utero improves treatment outcomes for congenital chylothorax by reducing lung hypoplasia degree in fetus.

Keywords: chylothorax, prenatal diagnosis, thoraco-amniotic shunt, case study
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3UPOBaHHbIN PecnybnMKaHCKMM MeAULMHCKUIA LeHTp. lMpu
YyNbTPa3BYKOBOM WCCNeLOBaHWM TOPaKO-MylbMOHaNbHbIN
nHaekc coctaBun 10%. Mocne o6cnegoBaHUsa U NONy4YeHUs
NMUCbMEHHOIO COMNacusa XeHLMHbl Ha TOopaKo-aMHWanbHoe
WYHTUPOBaAHWE Yy MpeHaTanbHOro pebeHKa C AMarHo30M:
«bepemMeHHoCTb 28 Hep, HeMMMyHHas deTanbHas BOASHKA.
XunoTtopaKkc cnesa. [lekctpanosununs cepgua» 66110 npose-
[EeHO TOpaKO-aMHWanbHOE LIYHTMPOBaHWE: B acenTUYeCKMX
YCNOBUSAX MOA YNbTPa3BYKOBbIM KOHTpPOAeM B NJeBpasb-
HYI0O MOJSIOCTb BHYTPUYTPOOHOrO pebeHKa npoBefeHa urna
N2 20G, apeHnpoBaHo 30 M }KUAKOCTU COTOMEHHO-XENTOro
uBeta. C NOMOLLbIO NPOBOAHUKA BBEAEH CTEHT AN BHYTPU-
YTPOGHOr0 APEHUPOBaHUSA C ABYCTOPOHHUM 3aBWUTKOM, pas-
pa6oTtaHHbIn B HUW oxpaHbl maTepuHcTBa M MnafgeH4ecTBa
(EkaTepuHbypr, Poccuiickaa denepaLlnsi) COBMECTHO C KOM-
naHuen «CAE-ME/[» (naTeHT Ha nonesHyto Moaesnb «[loYeyHbIn
cTteH™ N2 152166, 3aperncrpMpoBaHo B [ocyagapcTBEHHOM
peecTpe none3Hbix Moaenen Poccuickon Pepepaunu
13 anpensa 2015 r.) (puc. 2).

MNocneonepaunoHHbIM Nepuosi npoTteKkan 6e3 OCNoX-
HeHun. Cpagdy nocne YCTaHOBKW CTEeHTa TOpaKo-MnynbMo-
HaNbHbIN MHOEKC NpeHaTanbHoro pebeHKka coctaBun 40%.
WccnepoBaHune acnuparta nokasano Hanuyme C-peakTMBHOIo
6enka (8 wmr/n), obuero 6enka (26,7 r/n), KpeaTMHwWHa
(62,5 MKMOSb/N1), MOYEBUHbI (4,0 MMOAb/N), TPUIANLEPUAOB
(4,77 mmonb/n). Yepes CyTKM NauMeHTKa Obina BbinucaHa
B YAOB/IETBOPUTENIbHOM COCTOSIHUM JOMOW Nnof ambynaTopHoe
HabnoeHne C exeHeLeNbHbIM YNbTPa3BYKOBbIM KOHTPOEM.
B 29 Hen 6epeMeHHOCTV B aMBynaTOPHbIX YCIOBUSX C LieNblo
NPOGUNAKTUKN pecnupaTtopHoro auctpecc-cuHapoma (PAC)
Ha3Ha4yeH aeKkcameTa3oH 6,0 Mr B/M Kaxable 12 4 N2 4.,

B 30 Heag 6epeMeHHOCTM NMpU NJIaHOBOM Y/bTPa3BYKO-
BOM MCCNEefoBaHMKU B MOMOCTU MaTKKU ONpPeaensncs BHyTpu-
YTPOGHbI peGeHOK B Ta30BOM NpeasiexaHuu, B ero rpyaHom
KNeTKe cneBa — XMAKOCTb, OpraHbl CPefoCTEHUS CMELLEHbI
BNpaBo. KoHew, cTeHTa B rpyaHOM MONOCTU He BU3yaNlu3u-
poBanu, BTOPOM KOHEL, HaxOAWNCSA B FPyAHOM CTEHKE U He
dyHKUMOHMpPOBan. B rpyaHOM KieTke 06beM KUAKOCTU yBe-
SIMYUNCH, TOPaKO-MybMOHaNbHbIM MHAEKC cocTaBun 12%.

B 30 Hen 3 cyT 6epemeHHasl NOBTOPHO rOCAUTaNn3upo-
BaHa, NpoBeAeH TOPaKOLLEHTE3 y NpeHaTalbHOro pebeHKa:
B acenTUYeCKUX YCNOBUAX NOL YNbTPa3BYKOBbLIM KOHTPOAEM
B nieBpanbHyl0 nonoctb nposegeHa wurna N2 20G, ape-
HUMpoBaHO 70 M XWAKOCTU COJIOMEHHO-XENTOro LBeTa.
MocneonepaLnoHHbIN Nepuos npotekan 6e3 OCNOXKHEHWUW.

Puc. 2. CTeHT 419 BHYTPUYTPOOHOIO APEHMPOBAHUA NONOCTEN npe-
HaTaNbHOro pebeHKa B aMHUOTUHECKYIO XUAKOCTb

Fig. 2. Stent for intrauterine drainage of fetus cavities into the
amniotic fluid
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McTouHuK: HOcynbaes Pb., 2024.
Source: Yusupbaev R.B., 2024.

C TOKONUTMYECKOW Lienblo 6epemMeHHON Ha3HavyeH Hubeau-
nuH 10 mr no 1 TabneTtke 4 pas3a B [ieHb. Yepes CyTKM npu
YNbTPa3BYKOBOM MCCNefOBaHWM TOPaKO-Ny/ibMOHaNbHbIM
nHaekc coctaBun 40%. MNauneHTKa BbiNMcaHa B yAOBNETBO-
PUTENBHOM COCTOSIHUM.

Amb6ynatopHo B 32 Hea 6epeMeHHOCTM C Lenblo Mnpo-
dunaktnkn PAC noBTOPHO Ha3Ha4vyeH aekcameTasoH 6,0 mr
B/M N2 4.,

B 34 Hep 6 cyT 6epeMEHHOCTM XeHLWMHa nocTynuna
B CTalLMOHap C *Xanob6aMu Ha HeperynspHble TaHyline 60u
BHU3Y XMBOTa. [py yNnbTpa3ByKOBOW LEPBUKOMETPUU ASU-
Ha Wwenkn — 2,4 cMm. lMNoctaBneH guarHos: «<bepemMeHHOCTb
34 Hepn 6 gHen. YrpoxaiwlmMe npexaeBpeMEHHble poabl.
HenmmyHHas ¢etanbHas BOAAHKA (rMApoTOpaKc cnesa).
[eKcTpano3uunsa cepiua BHYTPUYTPOOHOrO pebeHKar.
YyuTbiBas BbICOKWMMA PUCK MepuHaTalibHOWM CMepTU M3-3a
rMnonnasvn Nerkux, nposeaeHbl npodunaktnka PAC pek-
cameTaszoHom 6,0 mr B/M N2 4, TOKOAUTMYECKas Tepanus
HubeamnuHom 10 Mr no 1 TabneTke 4 pasa B [eHb.

B 35 Hepa 1 cyT HavYanucb cxBaTKoO6pasHble 601 BHU3Y
*uBoTa. [MauneHTKa OoCMOTpeHa BarnHanbHO: Bharanuuie
pOXKaBlUEN, LWEMKa crnaxkeHa, Kpas Ao 1 cM, MaTOYHbIM
3eB npoxoaum ana 3 cM. lMnoaHbIM Ny3bipb onpegensercs.
Mpeanexar HOXKKW NpeHaTanbHOro pebeHka. KocTHoe Kosb-
Lo 6e3 gepopmMaLun, MbIC HEAOCTUKMM. BbiaeneHuns ceeT-
nble, CNU3ucTble. YuuToblBas 1-M nepuos poaosB, HOXKHoe
npeanexaHue, BbICOKMMA MNepuHaTaldbHbIi PUCK CMEPTU
BHYTPUYTPOGHOrO pebeHKa M3-3a rmapoTopakca, KOHCUIK-
YM Bpayen B COCTaBe aKyllepoB-TMHEKONOroB, deTtanbHo-
ro Xxupypra, HeoHaTosora, HeoHaToJiOra-peaHuMmaTtosnora
W OETCKOro XMpypra pekoMeHaoBan pogopaspelleHue one-
paTMBHbIM NMYTEM C TOPAKOLEHTE30M W [APEHWPOBAHMEM
rPYOHOM KNEeTKW npeHaTanbHOro pebeHKa nepen onepauven
KecapeBa ce4yeHus. locne nony4yeHUss Cornacus XKeHLWMHbI
B ONepaLMoHHON NpoBeAeH TOPAKOLIEHTES: B aCENTUYECKMX
YCNOBUAX MOJ KOHTPONEM YAbTPa3BYKOBOro MeTofa Wrna
N2 20G npoBefieHa B nieBpasbHylO NOAOCTb BHYTPUYTPOOG-
HOro pebeHKa, ApeHnpoBaHo 30 MA XMAKOCTU CONOMEH-
HO-entoro ugeta. llocne 4yero npoBefeHa NanapoTomus
no [xoanb-KoaHy, KecapeBO CeYeHWe B HUMKHEe-MaToO4HOM
cermeHTe. lNocne mn3BnevyeHus pebeHKa B MOMOCTU MaTKK
06GHapYXeH 1 N3BNEYEH U3 Hee CTEHT.

MocneonepaunoHHbIM Nepuos npotekan 6e3 ocobeH-
HocTen. Poguncsa »XMBoWM HOBOPOXAEHHbIM, MYXCKOro rnona,
Macca Tena — 2617 r, AnivHa Tena — 45 cM, OKPYXHOCTb
ronoBbl — 35 CM, OKPYXHOCTb IpyAHON KNeTKn — 32 ¢Mm, Nno
wKane APGAR — 5/6 6annos.

CocTosiHMe pebeHKa Oblla OUEHEHO KaK TAXenoe,
nocrasneH auarHo3 «OcHoBHOM: P22.0 PecnupaTopHbIn
[IMCTPECC-CUMHAPOM. XWNOTOpaKc. [Mnonnasusa neBoro ner-
Koro. ®oHoBble: PO7.3 HenoHOWeEHHbIN HOBOPOXAEHHbIN,
cooTtBeTcTBYlOWMM 35 Hen rectaumn. OcnoxHeHus: P28.5
[bixaTenbHaa Hepgoctato4HocTb Il cT.». Havata nepBuyHas
peaHuMaLuus. Y4uTbiBas HapacTaHue NPU3HAKOB AblxaTenb-
HOM HEeOOoCTAaTOYHOCTU, HEPEeryaspHoOro CamMoCTOATENbHOro
[bIXaHWs, B POAUSIbHOM 3ane noj npsiMon NapuHrocKonuewn
pebeHOK MHTYGMPOBaH C MCMNOJIb30BaHWEM MHTY6ALMOHHON
Tpy6kn N2 3,5 MAMA, panee ¢ MNOMOLLbIO AbIXaTenbHOIO
MelwKa AmMOY HOBOPOXIEHHbIM MepeBeAeH B OTaeNeHue
peaHuMaLnn U MHTEHCUBHOM Tepanuun 1 NOAKIOYEH K pecnu-
paTtopHon Tepanuu UBJT B pexume SIMV/IMV, ¢ Fi0O, —
25%, PEEP — 6,0 cm H,0 ct., PIP — 16 cm H,0 cT., Bpems
Baoxa — 0,33, yacToTa AgbixaHus — 40/MUH.

CocTosiHMEe HOBOPOMXAEHHOIr0 OCTaBanoChb TAXKEe/NbiM 3a
cYeT AbixaTenbHoM HegoctatovHocTu Il cT. (no CunbBepmaHy
6 6annoB, Ha pecnupaTopHOM Tepanunn oTMeYanocb pe3Koe,
BblparKeHHOe BTAXEHWE HUKHEN TPETU rPpyanHbI). [TovacoBon
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Puc. 3. [lpeHnpoBaHue rpyaHOM MONOCTU U KWAKOCTb W3 NEeBOWM
nneBspasbHOM NONOCTU HOBOPOXKAEHHOIO Ha 2-€ CYT U3HU

Fig. 3. Chest drainage and fluid from left pleural cavity of the new-
born on the 2nd day of life
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WUcTouHuK: KOcynbaes P.b., 2025.
Source: Yusupbaev R.B., 2025.

anypes — 3,0 mn/Kr/4. PebeHOK Haxoawmnacs Ha napeHTe-
panbHOM MUTaHWKW B NepBble ABOE CYTOK. B 1-e CyT »KW3HU
pebeHKa noa oblier aHecTe3anen NPoBeAeH TOPaKoLEeHTe3
W ApeHupoBaHa nnespanbHas Nonoctb (cnesa), BblaeneHa
MYTHasi cepo3Has XMAKOCTb, APeHaX GUKCUPOBAH K KOXe.
PexkomeHpoBaHo exeaHeBHoe BBeaeHue 5,0 mn 40% pac-
TBOpa rMtoKo3bl B TeyeHne 10 cyT. UccnegosaHue acnvpaTta
BbIABUNIO 6enoK (5,0 r/n), nenkouutbl — 1—2 B none 3peHus,
3PUTPOLUTLI HeM3MeHeHHble — 50-60, U3MeHEeHHble —

10-20 B none 3peHust. B nocneaytolime CyTkM U3 ApEHAXKHOM
TPYOKM MOCTOSIHHO BblAeNsnack cepo3Has XMAKOCTb COJo-
MEHHO-}XeNToro useta (puc. 3).

Ha peHTreHorpamme rpygHon KNeTku pebeHKa: Npu3Haku
NHEBMOHMU, aTeNeKkTasa Ierknx. AHann3bl KPOBU HOBOPOXK-
J€HHOr0: reMorno6uH — 234 /11, 3pUTPOLUTEl — 5,9 x 1012,
nenkountel — 14,2 x 109 Ttpom6oumuThl — 167 X 109,
HenTpodunbl c/9 — 66%, numdbountel — 22%, MOHOLM-
Tol — 10%, rmioko3a — 3,1-4,2 mmonb/n, C-peakTUBHbIN
6enok — 0,8 mr/n. MpoBoanMAn MHOY3UMOHHYIO Tepanuio u3
pacyeta GU3NYEeCKOM NOTPEBHOCTH C KOPPEKLIMEN YINeBOLOB
(6 ™mr/kr/cyt), 6enkoB (1 r/Kr/cyt), anektponutoB (Ca —
0,5 mMmonb/ Kr/cyt) B/B KanenbHo. AHTUOMOTMKOTEPaNuUs
BK/IlOYaNa amMnuuUMAInH + cynbbaktam 50 Mr/Kr Kaxkable
12 4, reHTaMuUMH 4 Mr/Kr Kaxable 36 4, ¢ Lenbio npoodu-
NTAKTUKKW BpOHXOoNero4YHom aucnnasmm — KodbeuH 10 mr/Kr
B/B KanenbHo. [poBeaeHbl KOHCYNbTaLMK AETCKOro Xupypra
(Ha3HayveH okTpeotna 10 mr + NaCl 0,9% no 24 mn) un reHe-
TUKa (MPU3HaKKN reHeTUYecKnx 3abosieBaHni HE BbISIBNEHDI).

Ha 2-e cyT HayaTo aHTepanbHOEe MUTaHWe HOBOPOXKAEH-
HOro 4yepes 30HA MO 27 MA Kaxfible 3 4 C xopolwen nepe-
HOCUMOCTbIO. MNepucTanbTMKa KUWeYHMKa CoXpaHeHa, XX1MBoT
MAMKKMIA. HaunHas ¢ 7-X CyT XM3HU OTMeYeHa NONoXKUTENbHasN
IMHaMuKa maccel Tena (o 20 r/cyT).

O6bem 0TAENSEMOro U3 ApeHaXKHOM TPYOKM NOCTENEHHO
CHUWXKaNCK, BblaeneHns npekpaTnancb Ha 13-e cyT (puc. 4).
Mpn NOBTOPHOM peHTreHorpadun rpyaqHoOM KNeTku pebeHKa
Ha 13-e CyT XMAKOCTb B NieBpaibHOM MOAOCTM He Ob6Ha-
pyXeHa, OTMe4YeHO pa3pelleHne MpPU3HaKOB aTtefieKkTasa
nesoro nerkoro. C 10-x cyT oTMe4YeHa NonoxKuTenbHasa agnHa-
MUKa KIMHUYECKOW KapTWHbl AbiXxaTeNbHOM HeJocTaTou-
HOCTW C MOHMMKEHMEM NapamMeTpoB NOAAEPIKKM AblXaHUS Ha
MBJ1, Ha 13-e cyT pebeHOK nepeBeaeH Ha CaMoCToATeNbHOE
AblxaHue.

Ha 14-e cyT MmnageHed, 6b11 nepeBefeH B OTAeNeHMe aeT-
CKOM Xxupyprum Pecny6anKaHCKOro nepmMHaTanbHOro LeHTpa
4NS fanbHenwWwero nevyeHuns (4peHaxHas TpyoKa yaaneHa Ha
13-e cyT). Pe6GeHOK NpoaoKMn KOHCcepBaTUBHOE NleveHune
nof HabnioaeHUeEM AETCKUX XMpyproB. Ha 41-e cyT XM3HU
MnageHel, B YAOBNETBOPUTENbHOM COCTOSIHUM BbINWUCaAH
OMOW.

Puc. 4. 06bem xunyca, BblAENEHHOr0 U3 APEHaHOM TPY6KU, AMypesa 1 NapeHTepasbHOro NUTaHus y HOBOPOMAEHHOTO C BPOXKAEHHbBIM XU/10-

TOpaKcom

Fig. 4. Chyle volume from the drainage tube, diuresis, and parenteral nutrition in the newborn with congenital chylothorax
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Puc. 5. XpoHonorus Te4eHnsi BPOXAEHHOro Xunotopakca
Fig. 5. Congenital chylothorax course
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MporHo3 npu BPOXKAEHHOM XMNOTOpaKce 3aBUCWUT OT
CpOKa BbISIBNEHUS MaToNOrMM BO Bpems GepemMeHHOCTH,
KOMIMYECTBA XMAKOCTH, BbIPaXKEHHOCTU BTOPUYHOW rnonia-
3UW NIETKMUX, HaNW4YUs Uan OTCyTCTBMA deTanbHON BOASHKM.
be3 BHYTPUYTPOOGHOIO TOPaKO-aMHUANbHOMO WYHTUPOBAHUS
CYUTaNM BEPOSATHLIM HEGNArONPUATHBIM UCXOA B CBA3M C BTO-
PUYHOM rMnonna3uen Nerkux npeHatanbHoro pebeHka M3-3a
XunoTopakca.

BpemeHHas wKana
XPOHONOIMA TEYEHUA BPOXKAEHHOIO XMIOTOPOKCa B NpU-
BeeHHOM KIIMHMYECKOM cllydae npeacraBieHa Ha puc. 5.

OBCYXAEHUE

CKoNnNeHne XMOKOCTU B MNneBpafibHOM MONOCTU Y BHY-
TPUYTPOBGHOro pebeHKa NPUBOANUT K Pa3BUTUIO AblXxaTebHON
W cepaevyHOo-CoCyanCToN HeaOoCTaTOMHOCTU NOocne POXAEeHUs
[7, 13]. OgHOM M3 MPUYUH ITOrO SABNASETCA BPOXKAEHHbIN
XWUNOTOPaKC, KOTOPbIA BO3HWKAET B pesynbraTte aHOManuu
rPyAHOr0 MpPOTOKa, 06pa30BaHHOrO CAWSHUEM KMLIEYHbIX
nMMdaTUYEeCKnx CoCyaoB, M3BECTHbLIX KaK M/eYHble CoCcyabl.
[pyaHOM NPOTOK BXOAMT B FPYAHYIO KIETKY Yepes aopTanbHoe
oTBepcTMe agnvadparmbl, MPOXoas NO NpaBoW CTOPOHE cpea-
HEN NIMHUKU MeXay aopTon M HEMapPHOM BEHOM No3aan nulie-
BoAa [4]. Ha ypoBHe rpyaHOM MAOCKOCTU FPyAHOW MPOTOK
nepeceKaeT eBYyt0 CTOPOHY CPeAHEN IMHWUM U NPOAOKaeTCs
BBEPX, MPEXKAE YEM U30rHYTbCS U 3aKOHYUTLCS B MECTe coe-
OVHEHWSA NeBbIX APEMHOM U NOAKIIOYMYHON BeH. Hanbonee
4acTbiIM MECTOM OKOHYaHWS FPYAHOro MNPOTOKa SIBASETCS
BHYTPEHHAS gpemMHas BeHa (B 46% cny4yaeB) UK GpeMHO-
NoAKNto4YMNYHbIM yron (B 32% cnydaeB) [4]. Xoa aHOManbHOro
rPyAHOro MPOTOKa onpeAensieT oKanMsaumio xmnoTopakca:
NoBpEXKAEHWE Bbllle FPYAHON MIOCKOCTM OBbIYHO NMPUBOAUT
K IEBOCTOPOHHEMY, HUKE — K MPaBOCTOPOHHEMY, Ha YPOBHE
rPYAHOM MIOCKOCTU — K ABYCTOPOHHEMY XWUoTopakKcy [4].

Mo paHHbIM M. Bhatnagar u coaBrt. [4], npumepHo 83%
BCEX CllyYaeB XWOTOpaKkca SBAAIUCb OAHOCTOPOHHUMMU
(50% — npaBOCTOPOHHUMU, 33% — NEBOCTOPOHHUMM)
M TONbKO B 17% cry4aeB 6blIM ABYCTOPOHHUMMU, TOrAa KakK no
naHHbIM B. Resch v coaBT. [9], BpOXKAEHHbIN XMIOTOPAKC Obi
[OBYCTOPOHHUM B 79% cny4aeB. B pabote B. Wang u coaBr.
[14] 6b1nn NoNyyYeHbl 6IM3KKUE AaHHble: B 75% cnyvyaeB Xuno-
TopaKc 6bla 4BYCTOPOHHUM.

B Halwem HabngeHNn XMnoTopake 6bla AnarHOCTUPOBaH
cneBa M cMelan opraHbl cpefoCcTeEHUS BNpaBo.

AunarHocrtuka
[unarHoctuka xunotopakca 6a3upyeTcs Ha pes3ynbratax
YNbTPa3BYKOBOro UCCNEe0BaHNS U OGHAPYXKEHUN HUIKOCTH

B FPYAHOM NOMOCTU, KONIMHECTBO KOTOPOM B AMHAMUKE MOXKET
HapacTatb [14]. Mo gaHHbIM B. Wang v coasT. [14], B 87,5%
Cny4aeB [MarHo3 xunoTopaKkca 6bla yCTaHOBNEH NpeHaTasb-
HO, CpefiHUM recTauMOHHbIM BO3PacT HAa MOMEHT NOCTaHOBKMU
anarHosa coctasun 30*3 Hep (0T 24 ao 366 Hep).

Mpu 06HapyXEHUN BPOXAEHHOIO XMI0TOpaKca B NpeHa-
TallbHOM Nepuoe BO3HUKAIOT C/IOXKHOCTU B OLLEHKE CTEMEHMU
rMNonaasum Nerkux v onpeaeneHnn nokasaHnm K petanbHbiM
XMPYPru4yecKkUM BMellaTenbcTBaM. B Halwen npaktuke ang
OLIEHKM CTEMNEHM TMMNonIasunu Nerkux Mol UCNONb3yeM Topa-
KO-MyNIbMOHalbHbIM MHAEKC [15], KOTOpbIM paccyuTbiBaeTCH
KaK OTHOLLEeHWe NNowWaam Nerkux K niowanmn rpyaHom KneTku
BHYTPUYTPOGHOrO pebeHKa Ha ypOBHE 4YeTbipexKaMepHOoro
cpesa cepaua. 3HayeHue TOpaKo-My/IbMOHANbLHOIO WMHAEK-
ca B Te4yeHWe BTOPOM MOJOBWMHbI GEPEMEHHOCTU OCTaeTCs
B cpefiHeM Ha ypoBHe 42%, 4YTo fenaeT ero yHuBepcasabHbIM
nokasaTesnieM AJ19 OLLEHKM rMNonnasumn Nerknx npeHatanbHo-
ro pebeHKa B aToM nepuope. CHUKEHUE nHAEKca HMKe 25%
CYUTAETCH MPOrHOCTUYECKU HEGNAronpuUATHbBIM MPU3HAKOM
pPa3BUTUA KIUMHUYECKM 3HAYUMMOM BTOPUHHOM runonnasvu
nerkux [15]. B npeacraBneHHOM Hamu HabNOAEHUU OfHO-
CTOPOHHEro XWA0TOPaKca TOPaKO-MyNbMOHaNbHbIM WHAEKC
[0 deTanbHOro BMelaTtenbcTBa coctaBun 24,5%, nocne
TOpaKo-aMHUanbHOro WyHTUpoBaHus — 40%, 4TO yKa3biBaeT
Ha yBeNu4yeHne obbema Nerkux U CBUAETENLCTBYET O BO3-
MOXHOCTU UCMONb30BaHWUA UMHAEKCa C LeNblo MOHWUTOPUHIa
3TOro napamertpa.

HapaBHe C 3TUM B AMarHOCTUYECKUX LIENSX BaXHO ycTa-
HOBWTb TaKXe M XxapaKTep CKOMWBLLENCS B rPyLAHON NOAOCTU
BHYTPUYTPOGHOIO pebeHKa KUAKOCTU. Tak, Ans XunoTopaxkca
Yy B3POC/bIX XapaKTepHbl BbICOKas KOHLEHTpaLua B NieB-
panbHOM YWUAKOCTU Tpurnuuepunzos (6onee 1,1 Mmonb/n),
60blloe KonuyectBo numooumntoB (6onee 80% Bcex Kie-
TOK) U BblpaxeHHbIW LMTo3 (6onee 1000 KNeToK/MKn) [16].
B Hawem cny4yae KOHLUEeHTpauus TpUrnuepuaoB B MeB-
panbHOM XUOKOCTU cocTaBuna 4,77 MMONb/N, H4TO NO3BOU-
110 YTOYHWUTb AMarHo3 xuioTopakca.

Jleyenue

B nocnenHne roabl BoO MHOTMX CTpaHax GpetasnbHble BMella-
TeNbCTBa BCe 60JblUe UCNOJbIYIOTCH AN JIeHEHUS TAXeNbIX
neTanbHbIX NOPOKOB. Hanpumep, B ANOHWM TOpaKo-aMHUas b-
Hoe WyHTMpoBaHue ¢ 2012 r. BbINONHAETCA B paMKax peKo-
MeHAyeMbIX MpoLeayp Npu BpOXAEHHOM XMnoTopakce, o6Ha-
py>KEHHOM B npeHaTanbHom nepuoge [2, 17, 18]. B. Resch
1 coaBT. [9] coobWmnn 0 NPUMEHEHUN TOPAKO-aMHUaNbHOIO
WYHTMpPOBaHUA B 77% cnydyaeB rugpoTopakca, B. Wang
n coaBT. [14] — B 54% cnyyaeB. lNocnegHue OTMETUIIU, YTO
CMEPTHOCTb AeTeW C BPOXAEHHBIM XWUIOTOPAKCOM mnocne
deTanbHbIX BMeLwaTenbeTs coctaBunia 12,5%. Noka3aHo Tak-
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K€, 4TO UCXOAbl TOPAKO-aMHWaNbHOMO WYHTUPOBAHUS fyylle
npu OTCyTCTBUKU (eTanbHON BOASAHKK (BbixMBaeMocTb 100%
B cpaBHeHUM ¢ 63% npu ee Hanuumm) [19]. C. J. Lee 1 coaBT.
[8], npoaHanu3npoBaB ncxoabl 29 MNadeHLUEeB C BPOXKAEH-
HbIM XWMNOTOPAKCOM, MPULLAKM K BbIBOAY, YTO MpeHaTabHas
Tepanus no3BonseT 4oOUTbCs 60/ee BbICOKOW BblIXXMBaeMO-
CTW B Cy4asix XMnoTopakca, AMarHocTupoBaHHoro 4o 34 Heg
6epeMeHHoCTU (77% B cpaBHeHUU ¢ 11% B rpynne He nony-
YaBLUWX TAKOKW Tepanuu).

M.R. Mallmann v coaBT. [20] npoaHan13vpoBanu pesysb-
TaTbl HAGMOAEHNS 78 NpeHaTanbHbIX AeTeW C rMAPOTOPaKCOM,
KOTOPbIM 6bII0 NPOBEAEHO TOPaKO-aMHWaNbHOE LWYHTUPO-
BaHuWe B nepunof ¢ 16-n no 33-1 Hep rectauunm (yCTaHOBNEHO
oT 1 Ao 7 WyHTOB, B cpeaHem 2,53 wyHTa). AHaNM3 UCxoa0B
6epeMeHHOCTM nokasan, 4to B 9 (11,5%) cnydasx nponsoLuna
aHTeHaTanbHas rnéenb, 69 (88,5%) neten poannnch X1BbIMH,
13 HUX 46 (59%) BbXXKnnK. HebnaronpusaTHbIMW NPEANKTOPaMu
CcMepTH ObiNn MHOroBoaue, deTanbHas BOASHKA, CMeLLeHUe
CpefoCTeHMs NPU NEPBUYHOM CKaHWPOBaHMK, Ha4ano BOASH-
KW nocne NepBOM YCTaHOBKM LUYHTa, Pa3pblB MIOAHbLIX 060/10-
YyeK, MHTepBan Mexay WyHTUPOBaHMEM W POXKAEHUEM < 4 Hef
N HUBKWIM reCTaLMOHHbIM BO3PACT MPU POXKAEHUMN.

B Hawem wuccnegoBaHWK BHYTPUYTPOOBHOMY peBEHKY
C XMIOTOPAKCOM TOpaKoueHTe3 Obll MPOBeAeH TPWMXKAbI:
B 28 Hep rectaumm ¢ yCTaHOBKOM TOPaKO-aMHMWabHOIO LWYH-
Ta, B 30 Heg — MOBTOPHO B CBA3U C HEDYHKLMOHUPYIOLLMM
(No HeycTaHOBAEHHON NPUYMHE) LWYHTOM M Ha onepaLnoHHOM
cTone nepep KecapeBbiM CEYEHUEM.

MpeactaBneHHbIM KIMHUYECKUI Cllydan CBUAETENLCTBYET
0 HEeOBXOAMMOCTHU B HEKOTOPLIX CiaydYasx MpuU BPOXKAEHHOM
XWUNOTOpaKce MOBTOPHbIX deTalbHbIX BMELATENbCTB, KOTO-
pble HanpaBfieHbl Ha CHUXeHWe o6beMa Xxuayca B nnespasib-
HOM MOMOCTM M Ha NPOdUNAKTUKY BTOPWUYHOW rMMNonnasuu
NEerkoro, v LEeMOHCTPUPYET HEOBXOAWMOCTb MYNbTUAMCLIK-
NAMHAPHOro NOAX0Aa K IEYEH IO BPOXKAEHHOI0 XM0TOPaKCa.

3AK/TIOYEHUE

MNpeHaTanbHas AMarHOCTMKa BPOXAEHHOro Xnnotopakca
OCHOBaHa Ha BbISIBEHUM CBOGOAHOW XMAKOCTU B TPyAHOM
nosIoCTU BHYTPUYTPOOGHOro pebeHKa HauvuMHaa ¢ 20-n Hep
6epeMeHHOCTU. CHUKEHWE TOpaKo-MNy1bMOHaNbHOrO UHAEK-
ca MNo3BONSET OLEHWTb CTEeNeHb BTOPUYHOW runonnasvu
NEerkux, a Take NPoBOANTb MOHUTOPWHI NPU APEHUPOBAHUK
rpyaHOM NonocTu. Topako-amHWanbHOE LWYHTMPOBaHWe Heob-
XOAMMO ANSt APEHWPOBAHUS XUAKOCTU U3 FPYAHOM MOMOCTH
B aMHWasbHYIO NOSIOCTb, YTO NpefoTBpaLLaeT pa3BUTHE ANC-
nnasuu nerkux. BbiCOKasi KOHLEHTpauus TPUrMLepuaos
B acnupaTte no3BosSeT NOATBEPANTb ANArHO3 XMIoTopaKca.

WHO®OPMUPOBAHHOE COI/IACUE

OT MaTepu pebGeHKa Nosy4eHo NMCbMeHHoe MHGOPMUPO-
BaHHOe A0GPOBOMIbHOE cornacue Ha nyGanMKaumio onucaHus
KIMHUYECKOrO Cy4yasi B MEAMLMHCKOM XKypHase, BKIOYas
€ro 3/IeKTPOHHYI0 Bepcuio (aaTta noanucanus: 13.04.2025).

INFORMED CONSENT

Patient’s mother has signed written informed voluntary
consent on the publication of the case report in medical
journal (electronic version included) (signed on 13.04.2025).

BbIPAXXEHME NMPU3HATE/IbHOCTU

ABTOpbI BblpaXKaloT NPU3HATENbHOCTb KOMIEKTUBY AET-
CKOM peaHMMaLmm Pecny6nKaHCKOro cnewmann3mpoBaHHo-
ro LleHTpa 340p0Bbsa MaTepu u pebeHKa 1 JETCKUM XMpypram
Pecny6nnkaHCKoro nepuHataabHOro LeHTpa Pecny6inku
Y36eKncTaH, NpeaocTaBnBLINM MHDOPMaLMIO O pe3ynbraTax
neyeHus.
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0O6ocHoBaHMe. [InarHoCTuKa MSIrKon ¢opmMbl MyKornoaucaxapugosa | tuna (MIC 1) — cuHapoma Lllevie npeactaBnsieT
TPYAHOCTU B CBSA3M C HECNELUUPUIECKMMM MPOSIBAEHMAMU 60/1€3HU. [Tpy 3TOM paHHee BbisiBAeHME 3ab0/eBaHUs MMeeT
KPUTUYECKOE 3Ha4YeHWe /151 CBOEBPEMEHHOI0 Havasaa Tepanuu U MOBbILEHNS KayecTBa XKM3HU naumeHToB. OnucaHue
K/IMHWYecKoro cay4asi. Manbuuk 1. ¢ HEOTAroweHHON HacneACTBEHHOCTbIO C MEPBbLIX MECSLEB XU3HU Habsogancs
HeBPOJIOromM Mo MOBOAY MbILIEYHON rMNOTOHMK. [Tpn BBEAEHMM PMKOpMa B Bo3pacTe 6 Mec y pebeHKa oTMedyeHa ybbliib
mMacchl Tesia, B CBSI3N C YeM 06paTUINCh 3@ KOHCY/AbTalMuen K neanatpy. PeKomeHa0BaHO A0OMOIHUTEIbHOE 06C/ie[0BaHMe.
[10BTOPHO KOHCY/IbTUPOBaAH HEBPOJIOIOM, HapsiAy C MbILLEYHON rMNOTOHMEN OTMEYeHa 3a4epKKa MOTOPHOro pa3sutus. o
peKoOMeHAaLmnn Bpada-reHeTMKa BblfoJHeHa d9H3MMOANArHOCTUKa (M0 CyXUM MSTHAM KPOBM), BbISIBEHO PE3KOE CHMKEHME
aKTMBHOCTH anbda-L-uaypornaassl — go 0,02 MKMmonb/n (pepepeHcHbie 3HavyeHnsa 1,0—-25 mkmonbs/n). MNpu ogHOMEPHOM
3NeKTpogopese MUKO3aMUHOIIMKaHOB MOYM BbiSIBIEHA 3KCKPEUMs AepMaTaHcyibdaTa, renapaHcyibdata, XOHAPOUTHH-
cynbpata. MeTogom npsiMoro aBTOMaTU4eCKOro CEKBEHMPOBAHUS NPOoBeAeH aHann3 3K3oHa 2 reHa IDUA. O6Hapy»KeHb!
paHee ornucaHHbIN natoreHHbin BapuaHT ¢.208C>T (p.GIn70Term), yHacie[0BaHHbIM OT OTUa, U paHee OrnucaHHbIN BapnaHT
¢.250G>A (p.Gly84Ser), yHacnenoBaHHbIN OT Matepu, B KOMIayHA-retepo3nroTHOM COCTOSIHUM. 10 JaHHbIM Y/1bTpa3ByKoO-
BOro ucciaefoBaHnsi opraHoB GPIOLLIHOM MOJIOCTH BbiIBAEHa AedopMaLns KeAYHOro ny3bips, no AaHHbIM 3XOKapAuorpa-
Pun — npuKnanaHHas peryprutauus MUTPaabHOro U TPUKYCAUAaabHOro KnanaHoB. [10 AaHHbIM Jly4eBbIX MCCIeA0BaHUi
oTMeYaIMCb MUHUMAaJIbHble U3MEHEHUSI KUCTEMN, Ta306€4pPEHHbIX CYCTaBOB, LUEHHOro oTaesna MNo3BOHOYHMKA. 3aK/IloYeHHne.
PaHHee BbissBneHue MIIC | umeeT BaxkHOe 3Ha4YeHHUe 41 CBOEBPEMEHHOIO Havyasaa Teparnuu u rnoBbILLIEHUS] Ka4eCcTBa KNU3HN
naumeHToB. C 3TOM LIE/IbIO M Y4UTbIBAS LUMPOKMIA CIIEKTP CUMITOMOB npu MSArkux g¢opmax MIIC | Heob6xoauMmMo MnoBbIllaTh
0CBEeAOMJIEHHOCTb MEAMLIMHCKMX PabOTHMKOB O AaHHOM natoiormn. Heobxoanmbsim SBASIETCS BHEAPEHME MHOIOYPOBHEBOIMO
rnoaxoAa K AMarHOCTUKeE, BK/TIOYaIOLEro KaK KIIMHNYEeCKUe, TaK M 1abopaTopHbie METOAbl NCCe0BaHMS.

Knro4eBblie cnoBa: MyKkoroamcaxapmaos | tuna, cuHapom Lene, KIMHUYECKUI cay4an, AnarHocTmka

Ana untnpoBanms: bydinHckas H.B., BeukacoBa A.O., laHuHa E.[., WvnosckoBa E.E., JlannHa B.A., AHaHbeBa H.A.,
Hypkosa H.B., Bawakmaase H.[., KeHuc B.M., Koctnk M.M. lnarHoctuka cuHapoma Llere B paHHeM AETCKOM BO3pacTe: Kin-
HUYEeCKMM cnydan. Boripockl coBpemerHou neamatpun. 2025;24(3):210-219. doi: https://doi.org/10.15690/vsp.v24i3.2919

OBOCHOBAHME depmeHTa NPOUCXOAUT HAKOMIEHUE B TKaHAX W KeTKax

Mykononucaxapugo3d | tuna (MINC |) — HacneacTBek- aByx Tunos NAI — gepmataHcynbdarta U renapaHcynboa-
Hoe 3aboneBaHWMe C ayTOCOMHO-PELLECCUBHbLIM TUMOM Ta — C pa3BUTUEM NLEBOro gucmopdumama, renartocrnie-
HacnefoBaHUS, Bbl3BaHHOE MaTOreHHbIMW BapuaHTamu HOMEranuu, nopaxkeHnem cepaua, AblxaTelbHOM CUcTe-
reHa IDUA [1]. MocneaHnn KoanpyeT TM30COMHbIN depMeHT Mbl, OpraHa 3peHns, USMEHEHUAMU CKeJleTa, NosBIEHUEM
anbda-L-naypoHnaasy, y4acTByOLYO B KaTabonu3me riu- HEeBPONOrMYyecKon cuMmnToMaTtnkm [1, 3].
Ko3amuHornnkaHos (FAl) — OCHOBHbIX KOMMOHEHTOB BHe- MMC | — 310 naHaTHMYecKkoe 3aboneBaHue, pacnpo-
KNETOYHOr0 MaTpUKca, ob6ecrnedynBaloLLMx aaresunito Mexay CTpaHeHHOCTb KoToporo coctasnsier 1 Ha 100 Tbic. HOBO-
KneTkamu [2]. B pe3ynbrate CHWXEHUS aKTMBHOCTM 3TOro poxaeHHbix [1, 4]. B 3aBMCUMMOCTHM OT BO3pacTa MaHudecTa-



UMW U CTEeNEeHU BbIPaXKEHHOCTU KIMHWUYECKUX NPOSIBAEHUN
BblgensatoT Tpu dopmbl MIIC I: cuHgpom Typnep (MPS IH —
Taxenasa gopma), cuHapom lypnep — Wene (MPS IHS — npo-
MeXyTo4yHasa dopma), cuHgpom Lene (MPS IS — nerkas
dopma). PacnpocTtpaHeHHOCTb cuHApOMa [ypnep coctaBnsiet
0,76, cuHapoma lypnep — Wene — 0,24, cuHgpoma Llene —
0,07 Ha 100 TbiC. HOBOPOXAEHHbIX [4]. Bo3pacT MaHupe-
CTaUMW KIIMHUYECKUX MPOSBNEHWUM CUNbHO BapbupyeT — OT
nepBbIX MECALEB XU3HKU A0 60J1ee NO3AHEr0 Bo3pacTa (cpea-
HWUW BO3pPAacCT MOSIBJIEHUS NEePBbIX CUMNTOMOB 6ONE3HU —
5,4 roga) [2, 3]. Bpemsa pge6iota 3aboneBaHus 3aBUCKUT OT
BapuaHTa HyK/eoTMAHOM 3ameHbl reHa IDUA, ocTaTo4yHOM
aKTMBHOCTM depmeHTa anbda-L-naypoHnaassl, BANSAHUSA MK-
reHEeTUYECKMX U BHELWHUX aKTopoB cpedbl (06pa3 XM3HH,
exeaHeBHas aKTMBHOCTb, MUTaHWE, B TOM Yncie obecneyeH-
HOCTb BUTAMMHaAMKU U MUKPOINEMEHTamu) [2].

CuHapom [ypnep xapaKtepuayeTcs paHHUM Ha4yanioM Kiu-
HUYECKUX NposiBieHnn [5]. B Takux cryyasx 6e3 natoreHeTm-
4YecKon Tepanuu, BKJYaouwen pepmMeHTo3amMeCcTUTeNbHYIO
Tepanuto (P3T) 1 TpaHCcNNaHTaUMIO FreMOMNO3TUYECKUX CTBO-
nosbix Knetok (TFCK), npoucxoanT GbICTPOE MPOrpeccupo-
BaHWe 3ab0/ieBaHKs C NoparKEHUEM LIEHTPaNbHOM HEPBHOM
cuctembl (LUHC), cepae4yHo-coCcyamcTon, KOCTHO-CYCTaBHOM
U AbixatenbHon cuctem. M paxe nocne TICK, ocob6eHHO
npu ee NpPoBeAeHWM B BO3pacTe cTaplue 2 neT, MoryT oTMe-
YaTbCs UHTENNEKTYaNbHblE HAPYLUEHNUS, XOTA U 3HAYUTENBHO
MeHee BblpaXXeHHble, YeM MpU OTCYTCTBUMU JevyeHus [6].

[onrocpo4yHoe HabnwogeHne 3a 25 naumeHTamu ¢ CUHAPO-
MoM [ypnep (MHTepBan HabnwogeHus — 7-33 roga) noka-
3as0, YTO NCUXUYECKME HapylleHUs pa3Buatotcs y 68%, us
HUX genpeccua — y 13 yenosek (B Bo3pacte 13-31 roaa),
rMNEePaKTUBHOCTb U CUHAPOM AeduumTa BHUMaAHUSA OTMeYe-
Hbl y 4, OCTpble NcuxoTU4eckune anmnaoabl — y 3 [6]. OueHka
WHTENNEeKTa no wkKane BeKkcnepa y 16 nayMeHToB BbiBMAA,
4TO WMHAEKC paboyer namatu (megnaHa — 69,5 6anno.)
U MHIOEKC CKOpPOCTM 06paboTKM (MeamaHa — 65 6ansoB)
OblIN HWXKEe 3Ha4YeHUM MHAEeKca BepbasibHOro MOHUMaHWs
(MeanaHa — 79 6annoB) M MHAEKCA NePLENTUBHOIO Paccyx-
neHuns (megmaHa — 74 6annos) [6].

bonee wmsarkue deHotunel MMC | (cuHgpom Llene,
[ypnep — Lene) otnnyatotca oT cuHAapoma [lypnep oOTcyT-
CTBMEM KOTHUTUBHbLIX HapyLEHWI, a TaKKe 60/1ee NO34HUM
BO3pacToM MaHudecTtauun 3abonesaHus [7]. OgHako npu
cuHgpome [ypnep — Llene TaxecTb COMaTUYECKUX Mpo-
ABNEHUN Boniee BblpaxKeHHas, YyeM npu cuHapome Llewe.
KnuHuyecKkasa KapTuHa MArkux Gopm xapaKktepusyetcs Mea-
NEHHbIM NPOrPecCUpPoOBaHUEM, COXPAHHbLIM MWHTENIEKTOM
N NoparKeHNeM NPEeUMYyLLECTBEHHO OpraHa 3peHus, ONOPHO-
ABUraTenibHOM U cepaeyHo-cocyancTon cuctem [8].

MN3y4eHUI0 reHOoTUN-PEeHOTUNMMUYECKUX KOPpEenaunn npu
MIIC | nocBsWEeHO HeCKONbKO uccnegosaHmn [9, 10]. Y 60b-
LUMHCTBA MaLUMEHTOB C TAXKefon GOpMOW BbIsiB/IEHbl HOH-
CEeHc-BapuaHTbl Ha OAHOM MM oboux annensax reHa IDUA,
B TO BPEMS KaK MWCCEHC-BapWaHTbl MM BapuaHTbl canTa
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Scheie Syndrome Diagnosis in Early Childhood: Case Study

Background. Diagnosis of the mild form of mucopolysaccharidosis type | (MPS ) — Scheie syndrome — can be problematic due to its
non-specific manifestations. However, its early detection is crucial for the timely therapy initiation and for improving patients’ quality
of life. Case presentation. Boy P. with unremarkable medical history was observed by neurologist due to muscle hypotension from the
first months of life. The child had decrease in body weight after implementation of supplemental feeding at the age of 6 months, thus,
they have administered to pediatrician. Further examination has been recommended. He was re-consulted by neurologist due to muscle
hypotension, delayed motor development was noted. Enzyme diagnosis (dry blood spots) was performed according to geneticist recom-
mendation: significant decrease in alpha-L-iduronidase activity was detected — up to 0.02 pmol/L (reference values 1.0-25 pymol/L).
One-dimensional electrophoresis of urine glycosaminoglycans has revealed dermatan sulfate, heparan sulfate, chondroitin sulfate
excretion. The analysis of exon 2 in the IDUA gene was performed via direct automatic sequencing. Previously described pathogenic
variant ¢.208C>T (p.GIn70Term) inherited from child’s father and previously described variant c.250G>A (p.Gly84Ser) inherited from
the mother were revealed in compound-heterozygous state. Ultrasound examination of the abdominal organs has revealed gallbladder
deformation, echocardiography — paravalvular regurgitation on the mitral and tricuspid valves. Minimal changes in hands, hip joints,
and cervical spine were noted according to imaging studies. Conclusion. Early diagnosis of MPS | is crucial for timely therapy initiation
and patients’ quality of life improvement. In this regard and considering wide range of symptoms in mild forms of MPS |, it is necessary
to increase the awareness of medical workers about this pathology. Moreover, we should introduce a multi-level approach to diagnosis,
including both clinical and laboratory research methods.

Keywords: mucopolysaccharidosis type I, Scheie syndrome, clinical case, diagnosis
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crnnamncuHra, Kak npaBuio, NPUBOAAT K 6onee nerkum ¢dop-
MaM 60/1e3HM.

AHann3 BapuaHTOB HYKIEOTUAHbIX 3aMeH reHa IDUA
y nauuneHtoB ¢ MIC | B Poccun nokaszan, 4To y naumeHToB
¢ cuHgpomom Ilypnep (n = 157) Haubonee pacrnpocTpa-
HEHHbIMW COYETAHUSAMM HYKNEOTUAHbIX BapWaHTOB Oblu
¢.[208C>T]/[208C>T] (43%), ¢.[208C>T]/[1205G>A] (7%)
n c.[187C>T]/[187C>T] (4%) [11]. B o6Liern cnoxHoOCTH cpe-
¥ NAUMEHTOB ¢ MArKMM deHoTunom (n = 49) 71% Gbinu rete-
PO3UIOTHLIMM MO «HYNEBOMY» U MUCCEHC-BapuaHTy, a 14% —
FOMO3UIOTHBIMU NMMG0 KOMMayHA-reTePO3UrOTHBIMK MO ABYM
MucceHc-BapuaHTam [11]. OgHaKo coobuwianocb O chayvasx,
KOrAa NauWeHTbl AeMOHCTpMpoBanu GEeHOTUN, OTAIMYHBIA OT
oXuaaemoro [9, 12].

AHanuM3 paaHHbix 538 nauueHToB U3 peructpa MIC |
(380 naumeHToB C TaKeNnbiM 1 158 — ¢ MArkum hbeHoTUNnom)
nokasas, 4TO HM Y OAHOro U3 MauMEHTOB C MArKUM deHo-
TUNOM HYK/IEeOoTUAHble BapuaHTbl reHa IDUA He npuBoauau
K HapYLIEHWIO TPAHCKPUNUMK unun TpaHenaumm [10]. Mpu aTom
95,6% NaLUMEHTOB C MATKUMW KIIMHUYECKUMU NPOSIBAEHUAMU
MTIC | umenu xoTs 6bl 0ANMH MUCCEHC-BAPUaAHT, KOTOPbI 06e-
crneymBaeT Hanu4yme MUHUMaNbHOM OCTaTOYHOM aKTUBHOCTHU
anbda-L-naypoHunaasbl [10]. OgHako Heo6XxoAMMO C OCTO-
POXKHOCTbIO MHTEPMPETUPOBATL NMPOrHOCTUYECKOE 3HAYeHUe
MUCCEHC-BapuaHToB reHa IDUA, NOCKOJIbKY MHOTME U3 HUX
[LOCTaTO4YHO peaKue n MoryT Bbi3biBaTb GOpMUpPOBaHME pas-
NINYHBbIX PEHOTUMOB Aa)Ke B FOMO3UIOTHOM COCTOSIHUM. ITH
BapuaHTbl reHa Hy)KaatoTcs B 6ofee AeTanbHOM M3yYeHUU
“ npoBefeHnn GyHKLMOHaNbLHOro aHanusa [10].

Kaabin naumeHT ¢ MIMC yHUKaneH B OTHOWEHWW NOPSA-
Ka NposiBNEHWS CUMMTOMOB, WX 3BOMIOLMM W MPOrpeccu-
poBaHus [8]. MynbTUCUCTEMHOCTb MOPaXKeHUs onpegenser
HEOoBX0AMMOCTb MEXAUCLMMNIMHAPHOIO noaxofda K Habinto-
[IEHVIO KaK aeTen, Tak 1 B3pochbix ¢ MIC . Monumopdnam
KIMHWYECKMX MPOSIBIEHUI, XapaKTEPHbIN ANS MHOMMX 1n30-
COMHbIX 60ne3Hen HakonneHus, B ToM 4yucne u ana MIIC,
CYLLECTBEHHO 3aTpyaHseT anddepeHumanbHyo AMarHoCTuKy
3TMX 6onesHen. Ana anarHoctnkm MIC | ucnonb3ytotesa cne-
aylowme nabopaTopHble MeToAbl: uccnegoBaHue cnexktpa Al
B MOYe W onpegeneHne aktuBHocTh anbda-L-ngypoHnaassl.
3aBeplalowmMmM atanoM ANMarHOCTUKK ABNSETCS MONEKYNsp-
HO-reHeTUYecKoe uccnegoBaHMe — MOJHOE CEKBEHUPOBa-
Hue reHa IDUA [12, 13]. PaHHa9 AMarHOCTMKa MNO3BONSET
CBOEBPEMEHHO HayaTb NeYeHne, HanpaB/ieHHoe Ha 3ames-
NleHne nporpeccupoBaHusa 3aboneBaHns W yaydlleHue
KayecTBa W3HU. B HacToswee Bpemsa ana nedveHns MIC
opo6peHbl @3T u TICK. Ans nauMeHToB C Tsxenon ¢op-
mMon (cuHapom lypnep) pekomeHgoBaHa TICK ¢ BO3MOXXHOWM
nocnegyowen ®3T, a Ang Ne4YeHUs NaLUEHTOB C MATKMMMU
dopmamn — O3T [13, 14].

Huke npeacTtaBneHO oOnMMcaHWe KIMHUYECKOro cnyyas,
oTpaatollee COXKHOCTb PaHHEN AMArHOCTMKWM CUHAPOMa
LLlene, He nmeloWero SpKnx GEeHOTUMUYECKUX MPOSBIIEHNUN,
yKa3blBaOWMX Ha HanuM4yme pearon HacnenCcTBEHHOM naTo-
Noruun.

KIMHUYECKUIA NPUMEP

O nauueHTe

Mpo6aHg Tl., ManbyuK, OT NepBON OGEPEMEHHOCTH,
npoTeKkaBlen Ha GOHe MWUOMUKU, Yrpo3bl NpPepbiBaHUsA Ha
15-11 Hep, oTpuuaTenbHOro pesyc-daKkrtopa y maTepu, B CBSI-
31 C YeM NPOBOAMNIOCH BBELEHWE aHTUPE3YCHOro UMMYHO-
rno6ynuHa Ha 30-1 Hepd rectaumu. Poabl nepBble, CPOYHbIE
(Ha 39-40-1 Hepn), camocToATeNbHbIe. [py poXKAeEHUN Macca
Tena pebeHka — 4050 r, aAnnHa — 58 cMm, oLeHKa Nno wkKane
APGAR — 8/8 6annoB, 3aKkpuyan cpagsy. BeinucaH Ha 4-e cyT
¢ Maccon 3920 .

HacneactBeHHbI aHamHe3. HacneacTBEHHOCTb MO BPOXK-
[LEHHbIM MOPOKaM pPasBUTUSA, XPOMOCOMHbLIM aHOManusm,
60NE3HAM HAKOMAEHUS U APYrMM HacneaCcTBEHHbIM 6051e3-
HSIM He oTsrolleHa.

AHamHe3 3aboseBaHusi. C NepBblX MECSLEB XW3HU
Habnogancs HeBPOAOroM Mo NOBOAY MblLLEYHON FMMOTOHMMK.
Mocne BBeaeHus MpuMKopMa B Bo3pacte 6 Mec y pebeH-
Ka oTMevyeHa ybbinb Macchbl Tena (100 r), B CBSI3U C 4eM
06paTWNnCb 3a KOHCynbTauuen K neguaTpy, pPeKoMeHgo-
BaHO JonofnHuTenbHoe ob6cnegoBaHue. KoHCynbTMpOBaH
HEBPO/IOrOM, OTMEYEHbI MblleYHas TMNOTOHUS U 3adepKKa
MOTOPHOIO pa3BuTUS (pebeHoK He cuaen). PekomeHgoBaHa
KOHCyNbTaLMUs Bpaya-reHeTMKa. PaHHee MCUXOMOTOpHOEe
pa3BuTHE: AeprKan ronosy ¢ 2—2,5 mec, nepeBopaynBancs
Ha XMBOT ¢ 3-4 Mec, nonsan nNo-nnacTyHCcKu ¢ 6,5 mec,
cen W Havyan nonsaTtb Ha 4YeTBepeHbKax ¢ 8,5 mec, BcTan
y onopbl B 9,5 mMec, xoann BAoAb onopbl ¢ 11 mec. Jlenet
¢ 10-11 mec.

B Bo3pacte 9 Mec BnepBble OCMOTPEH BPayOM-reHeTH-
KOM. KAMHMYECKM BbISIBNEHbI Nlerkas 3afjepyKka MOTOPHOro
pa3BUTUS U Malible aHOMannn Pas3BUTUS: BbICOKMI N106, ner-
KWW TMNepTenopuam rnas, anMKaHT, HU3KOPACMNONOKEHHbIe
YIWHbIE PAKOBWHbI, paclunpeHne NynoYyHoro Konbua (puc. 1).
BblinonHeHa 3H3MMOANArHOCTUKa (onpeaeneHne akTMBHOCTH
anbda-L-naypoHnaassl B Cyxmx NATHaX KPOBM): BbISIBIEHO pe3-
KOe CHWXXeHWe aKTUBHOCTU dpepmeHTa — a0 0,02 MKmMonb/n
(pedepeHcHble 3HaveHns 1,0—25 MKMONb/N), XapaKTepHoe
ana MMC |. NMpoeeaeH anektpodopes Al MouK, No pesynb-
Tatam KOTOPOro 06HapyKeHa NoBblEeHHas 3KCKpeLus rena-
paHcynbdaTa, aepmaTtaHcynbdaTta M XOHAPOUTUHCYNbdaTa.
KoHueHTpauma Ml B movye — 32,2 Mr/MMoSib KpeaTuHUHA
(pedepeHcHble 3HaveHusa 3,3-40,0), nepmataHcynbdata —
33,25 MMONb/MONb KpeaTuHWHa (pedepeHcHble 3HaYeHus
0-45), xoHaponTuHecynbdata — 10,12 MMO/b/MONb KpeaTu-
HUHa (pedepeHcHble 3HavyeHna 0—50), renapaHcynbdata —
3,29 MMONb/MOMIb KpeaTuHUHa (pedepeHCHble 3HaYeHus
0-3). MeTogomM NpPsSIMOro aBTOMATUMYECKOro CEKBEHWPOBa-
HWS NPoBeAeH aHanM3 3k3oHa 2 reHa IDUA (NM_000203.5):
06HapyKeH HyK1eoTuaHbIM BapmaHT c.208C>T (p.GIn70Term)
B reTepo3nUroTHOM COCTOSIHMM, onucaHHbIM B Human Gene
Mutation Database (HGMD; https://www.hgmd.cf.ac.uk/)
KaK natoreHHbin (CM930424), a TaKkKe HYKNeoTUAHbIN Bapu-
aHT ¢.250G>A (p.Gly84Ser) B reTepo3uUroTHOM COCTOSIHWUM,
onucaHHbiM B HGMD Kak natoreHHbin (CM1310271). bbin
BbIMOJ/IHEH CerperaumMoHHbIl aHanu3 — poauTensM npo-
6aHAa MEeTOAOM MPSAMOro aBTOMATMYECKOro CEKBEHMpPOBa-
HUSA MPOBELEH MOMUCK BbISB/IEHHbLIX BapuaHToB reHa IDUA:
y MaTepu obGHapyxeH BapuaHT c.250G>A (p.G1ly84Ser)
B reTepo3nMroTHOM COCTOSIHMM, Y OTL@ — BapuaHTt c.208C>T
(p.G1n70Term) B reTepo3MroTHOM COCTOSIHUM.

B Bospacte 11 Mec npobaHf Haxoauncs Ha obcneno-
BaHWW B neavaTpuyecKom OTAeneHuM oB6nacTHOM AETCKOM
KIMHUYECKON 60/bHULbI. OCMOTpeH odTanbMONOroM, OTO-
PUHONAPWMHIONOMOM — MaTONOrMK He BbiiBAEHO. [eTCKMK
3HAOKPMHONOr OTMEeYan BbICOKOPOCIOCTb U IETKy0 6ENKOBO-
3HEpPreTMyecKyto HeAoCTaToO4HOCTb. BbiMoNHEHa Urofbyatas
3fIeKTpoHeNpomMunorpaduss — natonormn He BbisiBAEHO. o
[JaHHbIM axoKapauorpadum: MUTPanbHbIR KnanaH — NpuKkna-
naHHas peryprutaums, TPMKyCnuaanbHbiv KnanaH — npuKkna-
naHHasa peryprutaums. BbinofiHeHa MarHUTHO-pe30HaHCcHas
Tomorpadusa (MPT) ronoBHOro Mosra W LWEWHOro oTaena
NO3BOHOYHWKA — MaTONOMMKN He BbISIBAIEHO. YbTPa3BYKOBOE
nccnepoanue (Y3W) opraHoB 6ptoLLIHOM NOAOCTU — BhiiBNE-
Ha aedopmaums Ken4yHoro ny3bips.

B Bo3pacte 1 roga no gaHHbIM O6LEKTUBHOIO OCMOTpa
BpPa4yoM-reHeTMKOM pocT pebeHka — 83 cMm (z-score 2,98;
99,9 nepueHTMNb), macca Tena — 10,83 Kr (z-score 0,92;



Puc. 1. NMauwneHT ¢ cuHapomom Levie B BodpacTe 5 mec (A), 9 mec (B) 1 Ha MOMEHT NocTaHOBKM AnarHo3a B Bo3pacTe 1 roga (B)

McTouHuK: ByunHcKkasa H.B. 1 coaBT., 2025.

Fig. 1. Patient with Scheie syndrome at the age of 5 months (A), at the age of 9 months (b) and at diagnosis at the age of 1 year (B)
Source: Buchinskaya N.V. et al., 2025.

82,1 nepueHTUib), MHAEKC Maccbl Tena (MMT) — 15,5 Kr/m?2
(z-score —1,0; 16-1 nepueHTUIb). OTMeYaeTca BbICOKOPOC-
JI0CTb, TOHYC MbIWL, AUDDY3HO CHUMKEH, TMNEePMOBUIbHOCTb
CYCTaBOB, I'MNEepP3aNacTUYHOCTb KOXM, fonmxouedanmyeckas
dopma 4epena, OKPYXHOCTb ronoBbl — 49 cm, 60/blUON
POAHMYOK 3aKpPbIT, YHEPEMHbIE LWBbI COMKHYTbI. JJIMHHAs LWwes.
BbicoKasi rpaHuua pocta BOJIOC Ha NGy, rMnepTenopuam
rnas, rmasHas Weflb HECKONbKO YA/IMHEHA, NepuopbuTanbHas
NMacToO3HOCTb, LIMPOKas YMJOWEHHas nepeHocuua, nyxible
LEKM, NEPUOANYECKM MPUOTKPLIT POT. OKPYKHOCTb FPyAHOM
Knetkn — 49,5-50 cm, pa3BepHyTa HUXHSAS anepTtypa rpya-
HOM KNeTKW. PacwupeHue nynoyHoro Konbla. HapykHble
NoN0BbIE€ OpraHbl PasBMTbl MO MYXCKOMY TUMy. [evyeHb nanb-
nUpyeTcs Mo Kpat pebGepHOn Ayru, cefe3eHKa He nanbhu-
pyetcs. Mpu Tpakuun 3a PyKM [LOCTATOYHO rpynnupyeTcs
B N/J€4YeBOM Mosice M MO3BOHOYHUKE, MbiTAaeTcs cecTb. [pu
BEPTUKANM3aLMK — ONopa Ha NOJIHYO CTOMNY. AKTUBHO TAHET-
Cs K NMpegMeTam Ka[oW PyKoW, nepexnagbiBaeT U3 O4HOM
PYKM B APYryto, UCNONb3YET yKal3aTeNbHbl ecT. BcTaeT Ha
YeTBEPEHbKM, NOM3AET Ha YETBEPEHbKAX, CaaAWUTCS M3 Moso-
KEHUST Ha YeTBEpPEeHbKaX, CamMOCTOSTENIbHO CWUAMT, BCTaeT
y onopbl. Banakunx auddepeHumnpyet. BHUMaTebHO CMOTPUT
B /1La, ynbibaeTca B OTBET Ha ynblOKy. [pOU3HOCKT NieneT-
Hble LenoYKM cnoros. BHewHn Bna npobaHga Ha MOMEHT
KOHCYNbTaUMKM BpavyoM-reHETMKOM MPEeACTaBieH Ha Cepuu
doTorpadum (cMm. puc. 1).

MpepBapuUTenbHbIA AUArHO3
MyKononucaxapuao3d | Tuna, NnpeanonoXuTeNnbHo, Bapu-
aHT Wewne.

AuHamMuKa u ucxopabl

B Bo3pacte 1 roga manb4umK rocnutanuavposaH B HUU
neavaTpuun U oxpaHbl 340pPOBbS AeTen POCCMMCKOro Hay4yHo-
ro LeHTpa xupypruun uMm. akad. b.B. MNetpoBckoro (r. Mocksa).
Mo paHHbIM Y3W opraHoB GPIOLWHOM NOMOCTU: NPU3HAKK yBe-
SIMYEHUST pa3MepoB MEYeHn U ceneseHKkU. PekoMeHaoBaHO
HabnaeHne, Tak Kak napameTpbl GU3NYECKOr0 pa3BUTUS
pebeHKa Bbllle CPeAHUX 3HAYEHUN, a 3HAYUT, MOI10 UMETb
MECTO COpa3MepHOe YyBEJMYEHUE PaA3MEPOB M MEYEHMU,
W ceneseHKn. Ha aneKkTpokapavorpaMMe BbiSiBNE€Hbl pe3Kas
apuTMus (gbixatenbHas) U HenosnHasa 610Kaga NPaBoOM HOX-

KW nydka [Mca, Npu 3TOM 4acToTa cephedHblX COKpalleHUH
B npegenax BO3pacTHON HOPMbI, PUTM CUHYCOBbIW. B cTaum-
OHape npoBefdeHa BpayeGHasi KOMUCCHUS, MO pe3ynbrTatam
KOTOPOW, Y4uUTbIBas TAXKeCTb 60se3HU, NpobaHay PeKOMEH-
[OBaHO MOXM3HEHHOE eXXeHefeNlbHOe BBeAeHWe npenapara
napoHungasa (Anbaypasum). @3T nHMLMMPOBaHa B Bo3pacTe
1 roga 1 mec, NepeHoCMMOCTb YA0BAETBOPUTENbHAs, NO6GOY-
Hble peakuun He 3aperncTpupoBaHbl.

B Bo3pacte 2 netr 2 mec pebeHOK rocnutannusupo-
BaH B HWW neagnatpum u oxpaHbl 300poBbsa geten PHLUX
M. aKaga. b.B. [leTpoBCKOro ans noBTOPHOro o6¢cnenoBaHms.
[aHHble GU3MYECKOro pa3BuTMsS: pocT — 98 cM (z-score
2,83; 99,8 nepueHtunb), macca Tena — 14,6 Kr (z-score
1,28; 90-i nepueHTHIb), UMT — 15 kr/m?2 (z-score —0,61;
27,1 nepueHTUNb). PU3NYECKoe pas3BUTUE AUCTAPMOHUYHOE,
BbICOKOPOC/IOCTb. Jlerkoe orpybfieHre 4ept nunua, BbICOKUI
06, BbICOKas rpaHuLLa pocTa BO0C Ha N16Y. [pyA0NOSCHUYHbIN
Kndo3, pa3BepHyTas aneptypa rpyagHoON KNEeTKU, rpyanMHa YKo-
poyeHa. OrpaHuyeHne otBeaeHus nesoro (30°) u npaBoro
(45°) 6eppa, BanbrycHoe MoJOXeHWe CToM, rMnepMobusib-
HOCTb MeJIKMX cycTaBoB. CnabocTb MbIlL, CAMHBI U XWBOTa,
TEHAEHUMS K KPbIIOBMUAHbBIM loNaTkaMm, TOHYC MbllL, Anddy3-
HO CHMXeH. O6nacTb cepaua He M3MeHeHa, BepXyLleYHblR
TONYOK NIOKanM30BaH B 5-M Mexpebepbe Mo neBon cpea-
HEK/TIIOUYNUYHON NIMHUKU. [PaHWLbl OTHOCUTENbHOW CepaedHOoMn
TYNoCTW: BEPXHSA — 3-e pebpo, npaBas — Mo NpaBoMy Kpaio
rPYAUHBI, NeBas — Mo NeBOW CPEAHEKITIOYNYHOM IMHWUW. TOHbI
cepaua 3BYYHblE, PUTMUYHbIE, HEMHTEHCUBHbIN CUCTONMNYE-
CKMI WWYM B 06/1aCTU BEPXYLIKK cepaua. *KnBOT MATKUN, 6e3-
60Ne3HEeHHbIN, WKWPOKOoe MYrNnoYHOe KOMbLO, NeYeHb y Kpas
pebepHon ayrn. CeneseHka He nanbnupyetcs. Ha Koxe
B 061acTy NpaBoOMi AroauLbl OTMEYaEeTCs y4aCcTOK rMnepnur-
MeHTauumn (HeBYC?) OKPYrnon GopMbl, KOPMYHEBOIrO LIBETA,
2,0 x 1,5 cm. Peyb — eanHM4HblE cnoBa, cnoru. PebeHok
AKTUBHbIN, KOHTAKTHbIN, MHTEPECYETCS UrPYLLKaMM.

®deHoTMNMYECKME O0COBEHHOCTM MaLMeHTa B BO3pacTe
2 net n 2 net 10 Mec npeactaBfeHbl Ha puc. 2.

Mpn o6cnegoBaHnn B BO3pacTte 2 NeT 2 MeC B CTalMOHa-
pe Ha OKI — ymepeHHas CcuHycoBas 6pauKapaus, Henon-
Has 6110Kaga NpaBoOM HOXKM NyyKa Mca. Ha SxoKI: nonoctu
cepaua He pacliMpeHbl, NeperopofKkn WHTaAKTHbI, CTEHKMU
He YTOJLLEHbI, KnanaHbl U KPyMnHble COCyAbl HE U3MEHEHbI.
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Puc. 2. MNaumneHT ¢ cuHapomom Lllere npu auHamuyeckom HabntogeHun: B Bo3pacTe 2 net (A, b) n B Bospacte 2 net 10 mec (B)
McTouHuK: BydnHckas H.B. v coaBT., 2025.
Fig. 2. Patient with Scheie syndrome at dynamic follow-up: at the age of 2 years (A, b) and at the age of 2 years 10 months (B)
Source: Buchinskaya N.V. et al., 2025.

mo6anbHasa cuctonnyeckas QyHKUMS NMPaBoro xenygoyka
no rUNepKUHETMYEeCKoMy Tuny. [uactonuyeckas GyHKUMA
NIEBOTO enyaoyka He HapylweHa. [MobanbHasa U oKanbHas
cucTonnyeckne GyHKUMKM yaoBeTBOpUTEbHbIE. HacocHas
PYyHKUMS cepala aoctatovHas. Y3U 6ptolHON MONOCTH: rena-
TOCMnAeHoMeranus He BbisiBaeHa. 1o gaHHbIM KOMMbIOTEPHOM
TOMOrpacdmm BUCOYHBIX KOCTEN — afieHOUHble BereTauumu.
Mo aaHHbIM 31eKTPOaHLEedanorpadmmn — napoKcuamasnbHas
aKTUBHOCTb He OO6HapyxeHa. KoHcynbTauus odTtanbmono-
ra — runepmMeTpornuyYeckut actTMrMaTuam; HeBponora —
MOTOPHOE W MNCUXOpevyeBOe pPa3BWTME COOTBETCTBYET BO3-
pacTy. KoHcynbTaumsa MeauLUMHCKOro Ncuxosora: BblBAEHbI
TPYAHOCTM B pevMu (3KCNpeccuBHas, UMMpPECCUMBHas peuyb),
MbIWEHUN (HArNsSAHO-AENCTBEHHOE, HarnagHo-ob6pasHoe),
MeNIkon moTopuKe. KoHcynbTauus cypgonora: nartonorus
cnyxa He BbigBneHa. M Al moun B npegenax pedepeHCHbIX
3HaYeHUN.

B Bo3pacTte 2 net 10 Mec No AaHHbIM PEHTreHoornye-
CKOr0 WccneaoBaHWs OTMeYeHbl Hebonbloe yBennyeHue
Lee4yHo-anadmn3apHoOro yrna M auetabynsspHOro MHAEKca,
HOpMasibHas CTPYKTypa KOCTHOM TKaHW Ta30BbIX, 6e4peHHbIX
KOCTEeW, HOpMasjbHasg LWWPMHaA nepelwenka noAaB3A0LWHbIX
KocTewn (puc. 3), ymepeHHoe ytonuweHue gnadusos lll, IV u VvV
NACTHLIX KOCTEN, HE3HA4YMTENIbHOE MCTOHYEHME OCHOBaHMWM
1=V nacTHbIX KocTen (puc. 4). MPT ronoBHOro Mosra u Len-
HOro oTaena NO3BOHOYHWKA MNOKa3ana MUHUMasbHbIE U3Me-
HEHUS B BMAE YMEPEHHOIO CYXEHUS nepeaHero pesepBHo-
ro JIMKBOPHOIO MPOCTPAHCTBA, YTOJMLLIEHWME MSATKUX TKaHen
PETPOOAOHTOMAHOrO NMPOCTPAHCTBA, HE3HAYUTENbHYK TUMO-
nnasuio 3y6oBMAHOMO OTPOCTKa No3BOHKa C2 U ymepeHHoe
CHUXKEHWE BbICOTbI TEN WENHbIX N03BOHKOB C3—-C6 (puc. 5).

Mocne roga nedyeHus pebeHOK npubaBun B POCTE OKOJIO
15 cm™m (puc. 6).

B BospacTte 2 net 10 Mec He HabnogaeTcs Nporpeccmpo-
BaHWs 60/1€3HM C NOPaXKeHUEM cepaeyYHO-COCYANCTOM CUCTe-
Mbl, OPraHoOB 3peHnsa K cnyxa. OTMeYaeTcs NONoXKUTENbHaN
OMHaMMKa KoHLeHTpauuu MAl B MoYe ¢ Hopmanu3alunen aKe-
Kpeuun renapaHcynbdata 4o 0,7 MMONb/MO/b KpeaTUHWHa
(pedepeHcHble 3HavyeHns 0—3 MMOJSb/MOMb KpeaTUHUHA).
CornacHo 3aKIl4YeHnio MeAULIMHCKOro Ncuxonora, oTmeYa-
€TCs NONOXKUTENbHAs AMHAMMUKa NCMXOMOTOPHOIO Pa3BUTUS

C COXpaHeHMEeM TEMMOBOM 3a[€PKKM PA3BUTUSA PeUU U HapPY-
LUEHUK MEeNnKon MOTOopuKKU. OgHaKO y MNauMeHTa OTMEYEHOo
MeAJIeHHOe MNPOrpeccupoBaHne CKeNeTHOW Aucnnasvm —
NosSIBUIUCb NIerkas aCUMMETPUS TPYAHOM KNIETKU, orpaHuye-
HUEe ABUMKEHWIN B Ta306e4pEHHbIX CyCTaBax.

MporHos

[MporHo3 61aronpuUsaTHbLIN B CBSA3M C paHHEN MOCTaHOBKOM
anarHo3sa, Msarkon Gopmon 3a6osieBaH1a U CBOEBPEMEHHbIM
Havanom P3T.

Puc. 3. PeHTreHorpamma Ta306e4peHHbIX CyCTaBOB B NPSIMOW Npo-
eKuuMKn y naumeHTta ¢ cuHapomom Llene, Bo3pact 2 roga 10 mec
McTouHuK: BydnHekasa H.B. n coaBT., 2025.

Fig. 3. Hip joints X-rayin (frontal view) in a patient with Scheie
syndrome, 2 years 10 months
Source: Buchinskaya N.V. et al., 2025.

lpumedaHue. LLleeyHo-anadusapHbii yron (YepHble THUKM) — 145°;
aLeTabynapHbIi UHAEKC (6enble NMHKUK) — 18°, HopMmanbHas WUpKUHa
nepellenka NoAB3A0LWHON KOCTK (6enas NMMHUS CO CTpenKamum).

Note. Collum-diaphyseal angle (black lines) — 145°; acetabular
index (white lines) — 18°, normal width of iliac isthmus (white line
with arrows).



Puc. 4. PeHTreHorpaMmma neBon KUCTU B NPSMOM NPOEKLIUKN Y NaLm-
eHTa ¢ cuHapomowm Levie, BodpacT 2 roga 10 mec
McTouHuK: ByunHcKkasa H.B. 1 coaBT., 2025.

Fig. 4. Left hand X-ray (frontal view) in a patient with Scheie
syndrome, 2 years 10 months
Source: Buchinskaya N.V. et al., 2025.

lMpumeyvaHme. Yron UHKIMHaLUMK NyYEBON KOCTU (Y4epHble IMHUKN) —
15°, ymepeHHoe ytonuieHne guadusos lll, IV 1 V nacTHbIX KocTen
(6enble NMHUKU CO CTPENKaMM), He3Ha4YUTEIbHOE UCTOHYEHME OCHOBA-
HUR -V NACTHbIX KOCTEN (YepPHbIe NMYHKTUPHbIE IUHUK).

Note. Radial inclination angle (black lines) — 15°, moderate
thickening of the diaphysis of Ill, IV and V metacarpal bones (white
lines with arrows), mild thinning of the bases of the 11-V metacarpal
bones (black dotted lines).

BpemeHHas wWKana
XpoHonoruns pa3sutus 6051e3HM nauneHTa [1., ee Knwoye-
Bble€ COObITUS M MPOrHO3 NpeAcTaB/eHbl Ha puUC. 7.

OBCYXAEHUE

[dvarHoctuka 6onee msarkmx ¢opm MIMC | — cuHgpomos
Wewne v lypnep — Wene — npeacraBnseT 60/blUYIO C/OXK-
HOCTb B CBSI3U C HESIPKO BbIParKEHHbIMU GEHOTUMUYECKUMU
NPOSIBNEHUSIMU U OTCYTCTBMEM TSHKENbIX MHTENNEKTYaNbHbIX
HapyLeHWN.

MepBbIMU NPU3HaKaMKn 3a601EBAHUS Y MALIMEHTOB C MSAT-
Knmu dopmamm MIC | Yale BCero BbICTyNatoT FPbIXKK U KOH-
TpaKTypbl CyCTaBOB. [PbIXM AMArHOCTMPYIOT, Kak MpaBuio,
NpW POXAEHWUM NGO B TEYEHME MEPBOrO roAa XMW3HM, Toraa
KaK KOHTPaKTypbl CycTaBOB 06blYHO OGHapyXKMBaOT B BO3-
pacTe cTaplue 2 n1eT U B COYETAHMM C APYTMMU MPOSIBNEHUAMM
3aboneBanus [15, 16]. HeogHOKpaTHO NoKa3aHo, B TOM 4MC-
/1€ U POCCUINCKMMM aBTOPAMM, HTO Y MHOTMX NALMEHTOB C CUH-
apomom Llene nepBoe nposiBneHne 3aboneBaHns — MMEH-
HO natonorus cyctaBoB [17]. Hapsigy € rpbiXkamu (naxoBbiMM
W NyNnoOYHbIMM) U KOHTPAKTypamu CyCTaBOB PacCMpOCTPaHEH-
HbIMW MpU3HaKamu cuHgpoma Lleie aBnsioTcs aHOManuu
cepAeyHbIX KnanaHoB, MOMYTHEHWE POroBMLbl, KapnanbHbIi
TYHHENbHbIW cuHApoM [16]. TakKe B KayecTBe OAHOro M3
YyacTblX KIUMHUYeCKMX nposisneHun MIC | y neten Habnoaa-
€TCH HU3KMIK POCT. XOTS ONMCaAHO MHOXECTBO HacneiCTBEH-
HbIX MPUYUH HU3KOPOCNOCTH, nerkne dopmbl MIC | cnegyet
BK/ItOYaTb B Kpyr guddepeHumanbHoM AMarHoCTUKK y naum-
E€HTOB C 3aJePXKOM pocTa B COYEeTaHuu C NoObIMU APYrUMU
npu3Hakamu MIC |, BKIOYas ynoMsiHyTble Bbllle, a TaKkKe
renartocnieHomeranmen, 4acTbiMM PECNIMPATOPHBLIMU MHODEK-
UMMM, anHo3 BO cHe [18].

B onucaHHOM HaMu KIMHUMYECKOM cnydae y npobaHia
nepBble CMMMOTOMbI 3ab0sieBaHMA GblIM Hecneundu4ecKn-

Puc. 5. MarHutHo-pe3oHaHcHas ToMorpaMmma rosoBHOro Mo3ra v LWerNHOro otaena No3BoHOYHWKa B T1-permume (LeHTpanbHbli carnutranb-

HblM cpe3d) y naLuueHTa ¢ cuHapomom Llere, Bo3pact 2 roga 10 mec

McTouHuK: BydnHckas H.B. n coaBT., 2025.

Fig. 5. Brain and cervical spine MRI in T1 mode (central sagittal section) in a patient with Scheie syndrome, 2 years 10 months

Source: Buchinskaya N.V. et al., 2025.

lMpumevaHne. YMEpPEHHOEe Cy)KeHue nepeaHero pes3epBHOro JIMKBOPHOMO MpocTpaHCTBa (6enas cTpenka), Bbi3BaHHOE nponabupoBaHUeM
nepeaHen CTEHKU CMMHHOMO3roBOro KaHana Ha ypoBHe C1—C2 (6enas NyHKTUPHaN NUHKUS), YTONLWEHNE MSATKUX TKaHEN PeTpooAOHTOUAHOIO
NpOCTpaHCcTBa (YepHas CTpesnika), He3HauYuTeNbHasa runonnasua 3y60BMAHOIO OTPOCTKa NO3BOHKa C2 (KpacHas CTpenka), yMepeHHoe CHUXe-

HWe BbICOTbI TN LWeNHbIX N03BOHKOB C3—C6 (CHHME CTPENKM).

Note. Moderate narrowing of the anterior reserve cerebrospinal fluid space (white arrow) caused by spinal canal anterior walls prolapse at
C1-C2 level (white dotted line), thickening of the retroodontic space soft tissues (black arrow), slight hypoplasia of the odontoid process of C2

(red arrow), moderate decrease in C3—C6 bodies height (blue arrows).
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Puc. 6. PocT pe6eHKa ¢ cuHapomowm LLleie B Bo3pacTte 12 1 24 mec
UcTouHuK: BydnHckas H.B. v coaBT., 2025.

Fig. 6. Height of the child with Scheie syndrome at the age of 12 and 24 months

Source: Buchinskaya N.V. et al., 2025.
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Bo3pacT, NoJiHbIX JIeT U MecsiLleB

lMpumevaHne. KpacHON CTPenKon OTMEYEeHO Havano GepMeHTO3aMeCTUTENbHOW Tepanuu npenapaTom fapoHuaasa. PUCYHOK BbINOMHEH B
rpaduyeckom peaaKkTope Ha OCHOBaHWKU CTaHJaPTHOro rpadrKa Macco-poCTOBbIX NOKa3aTtenen, pa3pabotaHHoro BO3 ans manb4yMKoB B BO3-

pacTte 0o 5 net.

Note. Red arrow marks the initiation of enzyme replacement therapy with laronidase. This figure was created in graphic editor based on
standard graph of mass-growth indicators developed by WHO for boys under the age of 5 years.

MUW: MbllleYHaa rMNoTOHWA U 3aAeprKa MOTOPHOro pa3Bu-
TUS, YTO HE MOMeLano neauaTpy M HEBPOJOTY 3amnogo3puUTb
HacneACTBEHHYID MaToONIOTMI0 M HanpaBWTb MalMEHTa Ha
KOHCY/IbTaLIMIO K Bpayy-reHeTUKY. M 3TO NpUTOM, 4TO MbllLEY-
Has r’MNOTOHMA M TEMMNOBAsA 3aJepHKa MOTOPHOro PasBUTUSA
[Ns nNaumMeHToB ¢ cuHapomom Lleie HexapaKTepHbl, 4TO
[enaet onucaHHbIM HaMW KIMHUYECKWUI Crlydan No-CBOEMY
YHUKabHbIM.

OTHOCHUTENbHO PaHHAS M 6GbiCTPas AMAarHOCTUKA CUH-
ApOMa y Halero nauueHtTa NOATBEPXKAAETCS AaHHbIMMU
71 nauymeHta ¢ MIC |, B OTHOWEHUN KOTOPbIX OblNO
noOKa3aHo, 4YTO CpeAHMK BO3pacT MOABAEHUA MNEPBbIX
cMMnTOoMOB cocTaBnsdeT 5,4 roga (BapbupyeT OT POX-
neHns po 33,8 roga), a cpefHu BO3pacT MOCTAaHOBKM
anarHosa MIMC | — 9,8 roaa (BapbupyeT OT poXKAEHNS A0
54,1 ropa).

Puc. 7. MauueHT [.: XxpoHONOrma passuTns 601€3HU, KNoYEBbIE COBbLITUS U MPOrHO3

Fig. 7. Patient P.: disease course, key events, and prognosis

TemnoBas 3ageprkKa
MOTOPHOIO Pa3BUTUS,

OnddyaHasn onpegenenune cnektpa Al
MbllLEYHas B MOYe, 3H3MMOAMArHoCTUKa,
rMNOTOHMS nouck mytauuu B reHe IDUA

[MporHos
61aronpuUATHbIN,
nepeHocumoctb ®3T
yAOBNeTBOpUTENbHASNA

CuHycoBas aputmus,
6nokapga MHMT,
renaTtocnieHomeranus,
Havyano 3T

0 mec 6 mec 9 mec

TemnoBas 3afepKa
MOTOPHOIO Pa3BUTUS,
nebuumnT Macchl Tena

BbicokopocnocTb, nerkas
6enKOoBO-3HepreTuyecKas
HEeJOCTaTO4YHOCTb

BbICOKOPOCNOCTb, Nlerkas
ACMMMETPUS FPYAHON KIETKU,
orpaHuyeHne JBUKEHUN

B Ta306eapeHHbIX cycTaBax,
TEMMNOBAs 3alepPiKKa pa3BUTUS
peyu, HapyLleHne MENKOM
MOTOPWKHM

lpumevaHune. TAI — rnMko3aMuHornukaHsl; MHMAT — npaBas HOXKa nyyKa Mca; 3T — depmeHTO3amecTUTENbHas Tepanus.
Note. GAGs (FAl') — glycosaminoglycans; RBB (MHII) — right bundle-branch; ENT ($3T) — enzyme replacement therapy.



OcHOBHble XxapaKTepuctukm noatnnos MIC | cornacHo
JaHHbIM NUTepaTypbl NpeacTaBneHbl B Tabnuue. B cpegHem
3afepKKa AMarHoCcTUKM 3aboneBaHns C MOMEHTa NosB-
NIeHUst NepBbIX CMMMOTOMOB cocTaBnsna 2 roga (ot O go
47,2 ropa) [8, 9]. Mo ApyrMM AaHHbIM, CPeAHss 3afepiKKa
MeXay NosiBeHMeM CMMNTOMOB M MOCTAHOBKOW AMarHo3a
markon dopmbl MIMC coctaBnsieT 2,7 roga [19]. Y npo6aHaa
OblN BbIIBNIEH OAMH U3 CaMblX PaCNpOCTPaHEHHbIX BapuaHTOB
reHa IDUA — ¢.208C>T [11]. Bropo# BapuaHT — ¢.250G>A,
0o6GHapYXeHHbIN y pebeHKa, — 6bln onucaH B pabote L. Ou
M COaBT. M pacLEHEH KaK BEPOSATHO-MATOreHHbIM Mo YHK-
LMOHaNbHbIM XapakTepuctnkam [20]. 06a HYKNeOoTUAHbIX
BapuaHTa SBASIOTCA MWCCEHC-MyTaLMsaMK, KOTOpble, Kak
npasuno, HabnwgaTcsa y NaunueHToB ¢ MArKMMK dopmamm
MMC | [9]. Takum o06pa3om, NpeacTaBNeHHOe HaMKU onuca-
HWe NoaTBePKAaeT reHoTUN-GEHOTUMUYECKYID KOPPENSLMIO,
XapaKTepHYIO ANs yKadaHHbIX BapuaHToB reHa IDUA.

XapaKTepHbIMU  PEHTTEHONOrMYECKUMM  MPU3HAKaMM
MIMC y peten aBnsoTca M3MeHeEHU GOPMbl KpblibeB Mof-
B3[OLWHbIX KOCTeM (YMEHbLUEHWE Monepe4yHoro pasmepa
nepeLlenKa no OTHOLWEHKIO K KPblly Ta30BOM KOCTH), B TSXe-
NIbIX CNyYasx NPMBOASLLME K NOSBNEHNIO XapaKTEPHOro Bnaa
Tasza — cuMnToMy «ylleK Mukkn Mayca» [21]. Kpome TOro,
B npoLiecce nporpeccupoBaHms 3abonesaHns bopmupyeTcs
TUMNKWYHas BanbrycHas gedbopmalus NPOKCUMaNbHOMO oTae-
na 6edpeHHbIX KOCTeN, CONPOBOXAAOLWAsACS aucnnactnye-
CKMMU M3MEHEHUAMMU BEPTAYKHOM BNafuHbl (yBeNnYeHnem
aueTabynsipHOro MHAEKca), natepanbHbiM U KpaHWaabHbIM
CMeLLEHMEM FONOBKM 6eAPEHHON KOCTU, MPOrpeccupyownum
NoABbIBUXOM, @ B Hanbonee TaKeNblX cnydyasax — BbIBUXOM
rONOBOK 6efpeHHbIX KOCTEN, UBMEHEHUEM CTPYKTYpPbl KOCT-
HOW TKaHW, B TOM YucCie NPOKCUMaNbHbIX aNMPU30B 6epeH-
HbIX KOCTEN (MHOrAa npuHMMaeMblM 3a 6o0ne3Hb [lepTeca)
[21]. B npeactaBneHHOM HaMK ciydae peHTreHonornyeckas
KapTuHa Tazob6efpeHHbIX CYCTaBOB COOTBETCTBOBanNa BO3-
pacTHOM HOpME, KpoMe HEeBONbLIOro YBENUYEHUS LUEeeYHO-
avadusdapHoro yrna v auetabynsapHoro uHgeKkca. Takxke

OoTMeYeHa HopMainbHas CTPYKTypa KOCTHOM TKaHW Kak Taso-
BbIX, TaK M 6Ge4peHHbIX KOCTEN, PaBHO Kak M HOopMmasbHas
LIMPHHa NepeLlenka NoaAB3AO0WHbIX KOCTEN, YTO HEe NO3BOAS-
110 3aN0403PpUTb NATONOrMYecKoe COCTOSAHWE Ha AaHHOM 3Ta-
ne Te4yeHuns 3aboneBaHus. PeHTreHorpammbl KUCTEN, TUMKY-
Hble Ans nauneHToB ¢ MIC, xapaKTepuayloTcs yMeHbLUEHWEM
3anacTHOrO yrna v yrna MHKIWHaLMK Ny4eBOM KOCTK (HopMa
o 25°). Mpwu nporpeccupoBaHnm 3ab6oneBaHUs yBelnYeHne
3TUX YrMOB MNPMBOAMT K TUMMYHOM YyNbHApHOW AeBuaLuu
Knctu [21]. Y Halwero naumeHTa yrona Hak/ioHa UHKIWHaLUUK
Nly4eBOM KOCTM COOTBETCTBOBas HOPMaNbHOMY 3HAYEHUIO
(15°). O6pauiaet Ha cebs BHUMaHWe HebGOoNbLLIOE yBENUYEHNE
LUMPHHBI AMadU30B MACTHbIX KOCTEN, @ TaKKe He3HauuTeNb-
HOe UCTOHYEHWEe UX OCHOBaHWUM (CM. puc. 4). COBOKYMNHOCTb
3TUX U3MEHEHUN ABNSETCS AOCTATOYHbIM OCHOBaHWEM ANs
NPeanoNOXEHUN O HaIMYMM NIM30COMHOM GONE3HM HaKo-
NNEHUS, HO BbIPaXEHHOCTb M3MEHEHWUIM HaCTONbKO He3Ha-
YyuTenbHa, YTO He MO3BONSET TPAKTOBATbL 3TU MPU3HAKK KaK
OAHO3HA4YHO NaToONOrMyecKue, M fiMlb OMNbITHLIA PEHTIEHO-
10T, 3HAKOMbIN C JIMBOCOMHbLIMU GONE3HAMU HaKOMAEHMS,
CMOET 06paTUTb BHUMaHMWE Ha 3TV NPUBHAKK.

MPT wenHoro otaena No3BOHOYHMKA BbIiIBUNA YMEPEH-
Hble KOCTHble M3MEHEHWS, XapaKTepHble A8 JIM30COMHbIX
60/1e3HEN HaKoMIeHUs (CM. puc. 5), B BMAE HE3Ha4UTeNb-
HOW runonnasuMn 3y6OBMAHOMO OTPOCTKa BTOPOro LIENHO-
ro MO3BOHKA, NPU 3TOM 3y60BUAHbLIA OTPOCTOK AoCTUraet
nepeaHen agyrn Cl, 4TO CBMAETENLCTBYET O MUHWMAbHOM
cTeneHn nameHeHun [22]. Takke onpeaensieTcs MMHUMab-
HOE CHUXEHWE BbICOTbI TES LWEeNHbIX MO3BOHKOB (M1aTUCMNOH-
AUNKS) U HepPaBHOMEPHOCTb MX BbICOTbI (QHWM30CNOHAMANS).
MN3MEHEeHUA CO CTOPOHbI MAMKUX TKaHew B 3TOWM obnacTu
Bblpa*KeHbl HECKOJIbKO 6osblle — genoHupoBaHue Ml npu
MIC NpuBOAMUT K YTONLWEHUIO MATKMX TKAHEN PETPOOAOHTO-
WMAHOr0 NPOCTPaHCTBa (NpeXAe BCEro — nonepeyHom CBas-
KW atnaHTta), NponabupoBaHUIO MATKMX TKaHEN B CTOPOHY
CMMHHOMO3rOBOr0 KaHana, ero CYXeHWi0o U caaBAMBaHMUIO
nepeaHero IMKBOPHOro NpocTpaHcTea. Y OnMcaHHOro Hamu

Ta6nuua. CpaBHUTENbHAsA XapaKTEPUCTUKA Pa3NYHbIX KNMHUYecKnx ¢opm MIIC | [8]

Table. Comparative analysis of different clinical forms of MPS | [8]

MpusHak CuHapowm lypnep Cunapowm lypnep - Lelie CuHapowm Llelie
MNepBble cMMNTOMbI, NeT 0,5 1,9 5,4
BoapacT anarHocTuKu, net 0,8 3,8 9,4

YacTble naToreHHble BapuaHTbl B reHe

o BapuaHThbl.
IDUA (no agaHHbIM €BPONENCKOro P

B 71,4% cny4aeB HOHCEHC-

BapuaHTtel W402X 1 Q70X

B 71,8% MucceHc-BapuaHThbl.
YacTtbl BapuaHTbl: L490P/L490P, P533R/P533R,

peructpa MIC 1) (2] (6onee 50% naumeHTOB) L238Q/W402X
[ypnep-nofo6HbI deHoTun +++ ++ +
Bosneuyenune LIHC (3apgeprkka

NCUXOMOTOPHOO U NCUXOPEYEBOIO +++ +/- _
pasBuTHS)

MHoeCcTBEHHbIN AM30CTO3 ++ + +
TyronoaBM»HOCTb CyCTaBOB ++ ++ ++
[oMyTHEHWE POroBuLibl ++ +

HelpoceHcopHas Tyroyxoctb 2-3-1 cTenexu

1-2- cTenexun 1-% cTeneHun / oTcyTcTBYET

MopaxeHwue cepaua ++ ++ ++
[enatocnneHomeranus ++ + +
CrapTt nevyeHuns 1,4 8,6 17,1

lMpnmeyvaHme. MINC — mykononucaxapuaos; LLHC — ueHTpanbHaa HepBHasa cuctema.

Note. MPS (MINC) — mucopolysaccharidosis; CNS (LIHC) — central nervous system.
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naumeHTa UMenucb OTYETIMBbIE NPOSBAEHUSA AAaHHOTO GEHO-
MeHa, Npu 3TOM nepeaHee JIMKBOPHOE MPOCTPaHCTBO elle
npocnexvBaetcs. MU3MeHeHUss co CTOPOHbI MSAMKUX TKaHew
PETPOOAOHTONAHOIO MPOCTPAHCTBA ABAAOTCA XapaKTepPHb-
MU He TonbKo ang MIMNC — nogo6Hble UBMEHEHUS, B YaCTHO-
CTW, ONMUCaHbl NPK XPOHUYECKOM apTpuTe [23].

3AK/IIOYEHUE

PaHHne npusHaku n cumntombl MIMC | HecneundUyHbI
M pa3HoOobpa3Hbl M MOrYyT yKasblBaTb Ha MHOrMe apyrue
3aboneBaHusl. Kak cneacteBue, naumeHTbl MOryT obpallatbes
K neguatpam, HeBposioram, optoneaam, 3HAOKPUHoMoram,
odTanbmonoram, peBmartosioraM Wan Apyrum crieyuanmcram.
PaHHee BbisiBNeHWe 3abofieBaHUs UMEET KPUTUYECKOE 3Ha-
YyeHue Onsi CBOEBPEMEHHOro Havana Tepanuv v NoBbILLEHMS
KayecTBa XM3HW nauueHToB. OAHAKO, y4uTbiBas LWWMPOKUM
CMNEKTP CUMMNTOMOB, HEO6XOAMMO MOBbILWATb 0OCBEAOM/IEHHOCTb
MEeAMLIMHCKMX PaBOTHMKOB 06 yKa3aHHOW NaTonornn. BaxkHbim
llarom B pelleHun JaHHOW npobnembl ABNSETCS BHeApeHue
MHOIOypPOBHEBOI0 MOAX0AA K AMAarHOCTUKE, BK/IOYAIOLWENO KaK
KIIMHWYECKME, TaK U NabopaTopHble METOAbl UCCNEeA0BaHUS.

UWHO®OPMUPOBAHHOE COINIACUE

OT poauTenen nauMeHta 6bl10 NOJSy4EHO MOANUCaHHOE
MHPopmMUpoBaHHOE JOOPOBOJILHOE cOrnacue Ha ny6nuKa-
LMo n3ob6paxeHnit (gata nognucanua: 13.05.2025), a Tak-
Y€ YCTHOE corfiacue Ha ny6anMKaLmio OTKPbITOro nLa.

INFORMED CONSENT

Patient’s parents have signed written informed voluntary
consent on the publication of images (signed on 13.05.2025)
as well as verbal consent on the publication of child’s face.

UCTOYHUK ®UHAHCUPOBAHUSA
OTcyTCcTBYET.

FINANCING SOURCE
Not specified.
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NMamsatun ®epopa Uropesuya lNMeTpoBCKOro
(05.05.1974-09.06.2025)

MeanuuHCcKoe Hay4Hoe
neguaTpuyeckoe cooblie-
CTBO T[OHECNIO THAXKENYI0
ytpaTy: 9 wuioHA 2025 T.
ylwen W3 XW3HKU BTOPOM
peKTop XaHTbl-MaHCUICKOM
rocyqapcTBEHHON Meau-
LIMHCKOM aKageMuun OOKTop
MEAMLMHCKMX HayK, npo-
deccop Kadenpol dap-
MaKoflornn,  neguvaTpuu
N WHOPEKLMOHHbIX 60nes-
He  depop WropeBuu
[eTpoBCKUM.

denop Uropesuy lNeTtpoBcKkui poannca 5 masa 1974 r.
B I. HOBOBOpPOHEXE B CEMbE UHXKEHEPOB. [locne OKOHYaHmA
WKOMbI MPUHAN peLleHne cBA3aTb CBOe byayllee C MeanLu-
HoW, moctynuB B CuBUPCKUM opaeHa KpacHoro 3HameHwu
rocyAapCTBEHHbIN MEAMLMHCKUIA YHUBEPCUTET Ha MeAMKO-
OGUONOrMYECKUIN haKynbTET.

3a Bpems obyyeHuss Pepop UropeBmy nokasan cebs
KaK TanaHTNuBbIN, TPYAOMOOUBLIN U LieNIeyCTPEMIIEHHbIN CTY-
[eHT, NPosABASAN 0COBbLIN MHTEPEC K U3YYEHUIO NPONeaeBTUKM
BHYTPEHHUX BONE3HEN, KITMHUYECKON UMMYHONOMMK U annep-
rONOrnK, a TaKkXe KIMHUYECKON GapMaKonormmn, HeKoTopble
OVCUMMAUHBI OCBavBas 3KCTEPHOM MO WMHAMBMAYaNbHOMY
yyebHOMy nnaHy. B 1997 r. ®egop MropesBuy ¢ OTIMHMEM
OKOHYMST YHMBEPCUTET, MO OKOHYaHWMK paboTan 3aBefylo-
LWMM UMMYHONTIOTMYECKON NabopaTopuen LieHTpanbHOM Hayy-
HO-uccnegoBaTenbCcKkonM nabopaTtopumn CublMY, B 2004 T.
OKOHYMN KIWHWYECKYD OpAMHATYpy MO CcheuunanbHOCTU
«@nneproniorns u uMmyHosorus». B 2001 r. 3aWmTnn KaHau-
[JaTCKylo aucceptaumio, a yxe B 2006 r. yCnewHo 3alutun
[MccepTaLmio Ha COMCKaHMe Y4EeHON CTeMNEHU JOKTopa Meau-
LUMHCKMUX HayK Ha Temy «[lyTn ontTummn3aumnmn papmakotepanmu
TAXEeNon 6pOHXMaNbHON acTMbl».

C 2006 . cBoto TpyaoByto aestenbHocTb P.N. MeTpoBCKui
NPOAOCMKUA B XaHTbl-MaHCUICKOM rocyaapCTBEHHOM Mefau-
LUMHCKOM WHCTUTYTE (XMIMMW), HayaB nyTb C AO/MKHOCTH
foueHTa Kadeapbl rocnuTanbHON Tepanuu.

B 2008 r. 3a cyeT CBOEN WCKIIOYUTENbHOW MOPAA0YHO-
CTU W NMAEPCKMX KadectB dPepop Mropesuy 6bin yTBEPHKAEH
Ha JOMKHOCTb peKktopa XMIMMW. MNog ero pyKoBoACTBOM MHCTU-

TYT CYLLECTBEHHO YKPENun MaTepuanbHO-TEXHMYECKYIO 6asy,
OTKPbI/1 HOBbIE CNELMaNbHOCTH, YBENUYUA KOHTUHTEHT 06Yyyato-
LMXCS M, KaK cnefcTBme, Nonyymn rocyaapCTBEHHYIO akKpeau-
Tauuio B ctatyce XaHTbl-MaHCUINCKOM rocyfapCTBEHHON Meau-
LIMHCKOM aKagemuun. 3a nepuoa pabotbl P.U. MNeTpoBCKOro
B aKaJemMuu B XM3HM By3a NPOM3OLINO0 MHOMKECTBO nobej
W 3HamMeHaTeNIbHbIX COObITUIM, KOTOPblIE HEBO3MOXHO NpeacTa-
BWUTb 6€3 aKTMBHOrO y4acTua Pepopa Uropesuya.

®d.N. NeTpoBcKmn aBnsetcs aBTopom 6osee 150 HayuHbIX
TPYAOB, KOTOPblE BHEC/W 3HAYMUTENbHbIV BKNa4 B pa3BuTUe
MEAULIMHCKOWM HayKW, a ero JOCTUMKEHUS NPOLOIKAIOT BLOX-
HOBNATb CTyAEHTOB W Konner. B 2017 r. ®enopy Uropesunyy
6bIN0 NPUCBOEHO y4eHOoe 3BaHMne npodeccopa no cneumanb-
HOCTU «KJIMHMYECKass UMMYHOOMUS, alfIepronorus».

B TeyeHne mHormx net ®.U. NeTpoBCKMIM Bbln Npe3naeH-
TOM pervoHansbHoro otgeneHus Coto3a neguatpos Poccuu
no XaHTbl-MaHCUWCKOMY aBTOHOMHOMY OKpyry — HOrpe,
a TaKXXe Hay4HbIM pefaKTopoM XypHanos «[legnaTtpuyeckas
dapmaKonorus», «POCCUUCKUA NeauaTpUYECKUn KypHa»
W OPYrMx MPOEKTOB, ydypeauTenemM KoTopbix sBasetcs Cotos
neanatpoB Poccuu.

B namsatu cTyneHToB, nauueHtoB W Konner ®depop Mro-
peBWY HaBcerfja OCTaHeTcs TanaHTIMBbLIM IEKTOPOM, HEOop-
[AWHapHbIM NpenogaBaTtenieM, YyTKUM AOKTOPOM, YENOBEKOM
UCKNOYMTENBbHOMO NpodeccroHanmMama v apyauumm.

CBeTtnast NnamsiTb 0 HEM HaBCEr[a COXPaHWTCH B HalUMX
cepauax!

A aTo nereHfjapHble npaBuna KIWHUYECKOW dapmaKko-
normn ot ®epopa MUropesunya, KOTOpbIM OH Bcerga oby4yan
CTYAEHTOB:

e He Ha3HayaWTe NeKapcTBEHHble MnpenapaTtbl Ha OCHOBE

COBCTBEHHbIX NPEeACTaBAEHMI 0 NaTOGN3N0N0rMm 60N1E3HMN.
e HacKonbKO BO3MOXHO, He Ha3HayanTe npenaparthbl

NOCUMMATOMHO MW NOCUHAPOMHO.

e l36eranTte nonunparMasuu.
e HuKorga He Ha3HavyaWTe fleKapcTBa, He Byay4u YBEPEH-

HbIMW B MX HEOGXOANMOCTH.

e He crtecHanTecb He3HaHusa! lepenpoBepsinte, nepe-
cnpawunBanTte!

Coto3 negmatpoB Poccun BbipaxkaeT c060/1e3H0BaHUS
B CBSI3U C KOHYMHOM Penopa UropeBuya 1eTpoBCKOro





