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BOCITIAAUTEABHBIE 3ABOAEBAHUNS KUITEYHUNKA
C OYEHb PAHHUM HAYAAOM

IOTBOY BO «Poccuiickuii HallMOHAABHBIM UCCAEAOBATEABCKUI MEAUIIUHCKIUH yHuBepcuTer uM. H.U. [Tuporosa»
M3 PO, Mockaa, 20TBOY BO «CMOAEHCKUIT TOCYAAPCTBEHHBIN MEAUITUHCKHI yHUBepcuTeT» M3 PO, r. CMoaeHCK, PO

Bocnamureasusie 3a0oneBanusa kuiredynura (B3K), Beatouaromue assenusiii koaut (AK), 6ome3ns
Kpona (BK) u HenuddepeHImpoBaHHBINH KOJHUT, MIPEACTABIIIOT CEPhe3HYI0 MPO0IeMy IeguaTpuye-
CKO¥i TACTPOYHTEPOJOTMH BBUAY POCTA 3a00/1€BaeMOCTH, B IEPBYIO O4epeb B rpyIne geTeii 10 6 Jer.
Jl1g JaHHOM BO3PaCTHOI IPYIIBI XapaKTePHBI IPEeNMyIIeCTBEHHOE IT0PAskeHHe TOJCTON KUIIKU, HU3-
Kasg nporaoctuueckas neHnoctb ANCA, ASCA, sarpynaena nugdepennnanbaas nuarnoctuka K u
BK. BoasmMnHCTBO JeTell ¢ paHHIM HA4YaJIoM 3a00JIeBaHUSA UMEIOT HeTskeaoe TeueHue B3K, omHako
MPOIEHT MAIMEHTOB, HYKJAIOIMUXCA B HUMMYHOCYIIPECCUBHOM Tepamuu, Bhiire. IIpu mediore mo 6
JeT HanboJee BHICOKA yacToTa MOHOreHHBIX B3K-1ogo0HBIX 3a00JieBaHNI, K KOTOPHIM OTHOCSTCS
InepBUYHbIEe ]([MMyHOI[e(l)l/I].[HTBI M BPOKIEHHbIE ;[e(l)elc'rm JIIUTEJNA, IPOTEKAIoIUe C B3R'HOI[06HOﬁ
KJINHUYECKON KapTUHOM.

Knrouesvie cnoea: demu, gocnanumesbHvle 3a00€6GHUSL KUULELHUKA, A36EHHbLI KOAUM, 00J€3Hb
Kpona, monozennvie B3K-no0obHvle 3a001€6aHUS, 60CNALUNMEAbHbLE 3A001€6QHUSL KUULEYHUKA C O4eHb
PAHHUM HAY1AJOM.

Hum.: A.E. ITuzonesa, I1.B. Illymunos, A.IL. Illymunos. Bocnaarumenvrnoie 3a601€60HUA KUULEYHUKA C
0YeHnb panHum Havaaom. [Teduampus. 2018; 97 (6 ): 141-146.
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INFLAMMATORY BOWEL DISEASES WITH VERY EARLY ONSET
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Inflammatory bowel diseases (IBD), including ulcerative colitis, Crohn’s disease and undifferentiated
colitis, present a serious problem for pediatric gastroenterology due to the increase in the incidence,
especially in children under 6 years of age. This age group is characterized by predominant bowel
disease, low predictive value of ANCA, ASCA; differential diagnosis of ulcerative colitis and Crohn's
disease is difficult. Most children with an early onset of the disease have mild IBD course, but the
percentage of patients who need immunosuppressive therapy is higher. At the debut of up to 6
years of age, the frequency of monogenic IBD-like diseases is the highest, which include the primary
immunodeficiencies and birth epithelium defects that occur with an IBD-like clinical picture.
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Posp BocmanuresbHBIX 3ab00JieBAHUN KUIIIEU-
uuka (B3K), BKitouatomux s3BeHHBbIN KouT (1K),
6onesab Kpona (BK) u HeguddepeHITUPOBAHHBIN
KOJIUT, B IIeNaTPUIECKON IracTPOSHTEPOJIOTUH BO3-
pacraetr ¢ KaXKIbIM romoM. IIoBbIIIIEHHOE BHHMA-
HHe K 9TON o00jsiacTi O00YCJIOBJIEHO IIOBCEMECTHBIM
pocToM geTcKoi#l 3abosieBaemoctu [1], mpeumyitie-
CTBEHHO cpenu mereir no 6 Jser [2]. B meTckom BO3-
pacre guarusoctupyerca 25—-30% ot Bcex B3K [3],
mpu sToMm m0 6 ser manudecrupyor 10 15% Bcex
nmeguaTpuYecKux cayudaes [4].

AK u BK y gmereii pamHero BospacTa HUMeEIOT
XapaKTepHbIe YePThI, BKJIIOYAIOI[NE, KaK IpPaBU-
JIO, TOTAJIbHOE BOBJIEUEHUE TOJICTOM KUIIKU, OTCYT-
crBue anTuTes] (AT) ANCA u ASCA u yacToe HasHa-
YyeHNe UMMYHOCYITpeCcCUBHOM Tepanuu [5—7]. HacTh
uccaenoBaTesiel oTMedaeT 60oJiee arpecCUBHOE Teue-
Hue 3a0oJieBaHUA B TaHHOI BO3PacTHOU rpymie [8,
9], B TO BpeMs KakK APYTrue aBTOPBI TOBOPAT O 0OJIb-
et vacrore Jierkux dopwm [6, 7].

BBuny BBIABJIEHHON B3aBUCHUMOCTU KJIUHUUE-
CKMX ¥ J1a00PaTOPHO-MHCTPYMEHTAJIbHBIX JaHHBIX
oT Bo3pacTa Manudecranuu B [lapuKCcKoi Kaaccu-
duramnuu B3K (2010) oTaenbHO BhIAEIeHA TPYIIIIA C
nayasiom B3K mo 10 ser. [[omoaHUTEILHO TPUHATO
BbIIesIATH B3K ¢ oueHb panHuM HayasioM (MaHUDeE-
cranua 3aboseBanua a0 5—6 ser), BSK ¢ undan-
TUJBHBIM HadajioM (Io 2 JieT) m MJaJieHuecKue
dopmel B3K (mebror Ha 1-M Mmecare :kusau) [10].

ITepecmoTp kKaaccupuramuu B3K oTHOCHTEIH-
HO Bo3pacTa nge0rTa O0yCJOBJIEH He TOJBKO 0CO-
OeHHOCTAMU TeueHus 3a00JieBaHUA y OeTeil pas-
HBIX BO3PACTOB, HO M O00PATHO IPOIIOPIIMOHAIBHOMI
3aBUCHMOCTBHIO BO3pacTa OT POJU TI'eHEeTUUYECKUX
darTopos B matorenese [11] (cm. pucyHokr). B sure-
parype omucano 6osee 60 remoB [12], myramum B
KOTOPBIX IIPUBOAAT K KJIWHUKe, momoOHoii B3K,
OOJIBIIIYI0 YACTh STHUX B3a00JIeBAHUKN COCTaABJIAIOT
nepBuuHble nuMMmyHozedunutsl (IIWI). B rpynme
nmereii ¢ me6rorom B3K 1o 2 et MmoHOTeHHBIE (DOPMBI
MoryT cocraBaATh no 30% [8]. Hanuasa crarbsa
mpeacTaBasAeT co00i 0630 IUTEPATYPHI, OITYOJIUKO-
BaHHOI B 0asax mamHbIXx PubMed u Google Scholar
3a nmepuon ¢ 2005 mo 2018 rr., Mo TeMe «BOCHAJIU-
TeJbHbIE 3a00/IeBaHUA KUIIIEYHNKA C OUeHb PAHHUM
HAYaJIOM» .

ITess paboThI — MOBBINIIEHNE HACTOPOKEHHOCTH
Bpaueii oTHocuTeabHo B3K y meTeil mOIIIKOJIBHOTO
BO3pacTa, yriayoJeHre 3HAHUHA 0 XapaKTepPHBIX 0CO-
oeunnoctax B3K c BospacTtom mebiora g0 6 jer.

ONUIEeMHUOJIOT A

Pacnpocrpanennocts B3K cpemu mereir 3a
nocaenuvie 10 jeT BhIpocjia KaK B OOJBIITHNHCTBE
crpad Bocroumoit [13] m 3amaguoit Espomsr [14,
15], Tak 1 B cTpaHax ¢ TPAAUIIMOHHO HU3KOI YaCTO-
TO BCTPEUAEMOCTH dTO¥ maTojorum (cTpanbl A3unu
u Adppurn) [16]. B uccienosanuu Benchimol et al.
[MOJIyYeHbl TPEBOKHBIE JaHHBIE O IIPUpPocTe 3aboJre-
BaemocTu B3K B rpy1ie gereii 1o 6 jer, cocTaBISI0-
mem 10 7% exxeronuo [2]. Cpenusisi 3a601eBaeMOCTh
B3K cpenu mereit no 6 et cocrasiser 4,37 ciyuaeB HA
100 000 mereii, a uacToTa BCcTpeuaemocTu — 14 Ha
100 000 gmereir [17], ma Hee mpuxogurcss 6—11%
caydyaeB oT Bcex mnenmarpuueckmx B3K [18].
WNHTepecHO, YTO B MIEPBYI0 OUYepenb OTMEUAeTCs
poct 3aboseBaemoctu BK, B To BpeMs KaK HOKasa-
Tean 3abonaeBaemoctu SIK ocTaroTcsa OTHOCHUTEIBHO
crabunbHbIME [19].

Kaaccupuranua B3K y gereit

Kinaccupurkamuss mo BO3pacTy COTJIACHO
ITapu:xckomy mepecmorpy MoHpeanbCKOW KJac-
cupuranuu B3K mnpexacraBiena B Tabauie [20].
OcHOBBIBasiCh Ha OCOOEHHOCTAX TeueHHA 3aboje-
BaHNA, OTBETA HA TEePaIlMi0 W POJIM IeHeTUYEeCKUX
(baKTOPOB Y pPasHBIX BO3PACTHBIX I'PYIII, Ha CEroj-
HAITHUN JeHb IIPUHATO JOIMOJHUTEJLHO BBIAEIATH
cjenyrolue TPYIIbI: OYeHb paHHee Hauaso (c
maHudecranuei 10 6 jger), nHGAHTUIBHOE HAYATIO
(mo 2 ser) 1 HeoHaTaJMbHOE Havayo (7o 1-To MecAla
sxknsHmn) [10]. Kak npaBuio, B rpynmne no 6 Jer mpe-
oomamaer SIK [7], ommako B rpynmne B3K ¢ undan-
TUJIBHBIM HAYaJOM COOTHOIIECHHNS PAaBHBI WK IIpe-
oomamaer BK [16, 21].

KannnuecKkue 0COOEHHOCTH

denorun B3K ¢ ouens paHHMM HAYaJIOM JOCTa-
TOUHO TeTepPOTeHeH M MOJKET BKJIIOUATh KaK Heoc-
JIO)KHEHHBIE€ CJIy4yau, TaK U TAXKeJI0e TeueHUe C
pasBUTHEM OCJIOKHEHUMH [5]. Accommalius paHHEro
HauaJyia 3a00JIeBaHUSA C TSAMKECThIO TEUEHUS U BBICO-
KOU CMEpPTHOCTBIO B IIEPBYIO OUepeab HAOIIOAaeTCs
B rPyIIe ¢ MHPAHTUILHBIM HAYaJIOM 1 00y CJIOBJIeHA
0OJIBIIION YacTOTOM MOHOTeHHBIX (opm [22]. B To
JKe BpeMs TSKeCTb TeueHUs Y OOJIbIIINHCTBA JeTeil
¢ mauu@ecranueii BSK no 6 et He oTiinuaeTcs oT
TakoBO# y moapocTkoB [6]. Kpome Toro, B mammoi
BO3PACTHO I'PYIIIIe JOCTATOYHO PEJKO BCTPEUAIOTCS
meHeTpupyoomiasa U CTpuKTypupyiomiasa ¢gopmsr BK
[23].

Tabruua

Kaaccudpuranua neguarpudeckux B3K B 3aBucuMocTu oT Bo3pacra

ITapuixckasa knaccudpuranus BSK

Bospacraasa kaaccupurkamusa mo H. Uhlig [11]

Al: 1o 17 ner

C paraum Hayagom: 0—<10 et

C ouenb paHHuM HauyagoM: 0—<6 Jjer

Ala: 0—<10 Jser

Miuagenueckoe: 0—<2 roga

Alb: 10-<17 ner

Heonaranpaoe: 0—<28 nHel Ku3HU




Ocobennoctbio BSK ¢ ouens paHHUM HAYaJIOM
SIBJISIETCS IPEUMYIIeCTBEHHOE TOTAJIbHOE IIopasKe-
HHe TOJICTOIl KHuIIKK, Kak npu K, Tak um mpwu
BK [5, 7]. Takasa Jsokanmsainusa Ipoiiecca o0bac-
HseT HamboJiee YacThble CUMITOMBI B JAHHOHU BO3-
pacTHO# rpymme: KpoBb B cryie (72-81%), nua-
pesa (60—-76%), 6oab B :kuBoTe (10 50%), causs B
cryie (40%) [7, 18]. IlepuananbHOe IMOpaskeHue,
BKJIIOUAIOIlee aHAJbHbIE TPEIUHBI, KOHIUJIOMBI
u cBuiu, upu BK ¢ pamreili manudecramueil Onu-
ChIBaeTCsA HeKOTOpbIMU aBTopamu [18, 23], ogHako
yare BCero acCOIMUPOBAHO C MOHOTEHHOH IIPUPO-
o 3aboJieBaHUA.

OrcraBaHue B (pU3UUYECKOM pPasBUTHUU HaAOJIIO-
maercss y 44% manueHToOB, IPEUMYIIeCTBEHHO IPU
BK, uame y masbuukos [24, 25]. 3agep:kKa JuHEH-
HOTO POCTa SIBJIAETCS CJEACTBHEM HeIOCTATOYHO-
ro KOHTPOJIS HAA BOCIAJIUTEJBLHBIM IIPOIIECCOM B
KuineuHuke [3].

YacroTa SKCTPAMHTECTHUHAJNBHBIX IIPOABJIE-
HUI, BKJIOUAMOIIUX aPTPAJITUU WU apTPOIATUH,
a TaK:Ke IOopaskeHue KoK’ U IJias, B rpymnie B3K ¢
OUYeHb PAHHUM HAYAJIOM HE OTJIHUYAETCS OT CTAPIINX
BOBPACTHBIX I'PYyIII u cocTaBisier 28% [18].

Momnorennsie B3SK-mogo0HnbIe 3a00/1eBaHuA

B mocaemuue 10 jeT B CTPYKType HegUATPU-
yeckux B3K Oblia BoIgeseHa OTAeJdbHAs TIpylna
HanueHTOB, pa3BUTHe 3a00JIeBaHUsa ¥ KOTOPBIX 00y-
CJIOBJIEHO MyTallmeil B OJHOM KOHKPETHOM TeHe.
Bousbiesn uvactpio rpynna mpezactaBaena IIW]IT
(medexTrr darommrosa, T- u B-KierouHoro 3BeHa
UMMYHHUTETa, Ae(eKThl CUTHAJBHBIX IIyTeH, ayTo-
BOCITAJINTEJIbHBIE CUHAPOMBI M IP.), TAK)KE B 9TY
rPYINy BXOAAT HAacCJeACTBeHHBbIe Ne(GeKThI SIIUTe-
JuaJIbHOTO Oapbepa 1 HEKOTOphIe Apyrue 3abojesa-
Hua [11, 12].

Kax npasuio, 60JbIIIMHCTBO MOHOT€HHBIX 3a00-
JeBaHUU MaHuU(ecTUpyeT B Bosdpacte no 2 jert [4],
OIHAKO BCTPEUAIOTCA CJIyYyau mos3mHelr manudecTa-
nuu. XapakTepHble 0COOEHHOCTH BKJIIOUAIOT CeMe-
HbIII aHaMHe3 (6JIU3KOPOJACTBEHHBINT Opak, rubeib
ZieTeil B ceMbe), My KCcKoit moa [16], panHee mosBe-
HUe IIePUaHAJIbHbBIX OCJIOKHEHNH, TS KeJI0e TeUeHne
¥ BBICOKHUI PHCK OIIEPATUBHOI'O BMeEIIaTeJIbCTBA, a
TaK/Ke HaJU4Yhe COIYTCTBYIOIIUX ayTOMMMYHHBIX
3aboseBanuii, AuMQOIPOIUPEePAINI0, YaCThle WU
aHoMaJsbHO nporekainue nHbpexnuu [10]. Hdetu c
MOHOTEHHOM IPUPOAOI 3a60/IeBaHtsA PEe3UCTEHTHBI
K craHmaprHoii Tepanuu B3K (mpemHu30/10H, asa-
TUONPHUH, IIPernapaTbl 5-aMUHOCAJUIIUIOBON KIC-
JoTel, npenapaTtel anTu-®HO). HexkoTopnie (popMbI
1IN (XIAP, nedert curnambuoro mytu IL10 u ap.)
TPeOYIOT MPOBEIeHUA TPAHCILIAHTAIIUY IeMOIIOTH-
YECKUX CTBOJIOBBIX KJIETOK.

Huarmoctuka B3K-mogo6HBIX MOHOTE€HHBIX
3a00JIeBaHUl OCHOBBIBAETCSA Ha JaHHBIX CceMeli-
HOrO aHAMHe3a, XapaKTepHOII KJINMHUUYECKOU Kap-
TUHE, HeTUIWYHBIX JHJOCKOIMHWYECKUX U MOp(do-
JOornyecKux JaHHBIX. B Poccuu mocTymHBI MeTO-
OBl MOJIEKYJSPHO-TeHeTUYEeCKOH IUAarHOCTUKU
— IIaHeJW TapreTHOTO CEeKBEHWPOBAHUSA HOBOTO

nokoaenusa (NGS), mida HeKOTOphIX 3aboJieBaHUI
(X-cuennenusii auMmdonpoandepaTuBHBIN CHH-
apowm Il tuna, IPEX-cuuapom, XpoHHUUeCKas rpaHy-
JemMaTo3Hasa 00JIe3Hb W AP.) CYIIEeCTBYIOT CKPUHUH-
ropole (DYHKIIMOHAJbHBIE TECTHI (aHaJIU3 dKCIIpec-
cuu XIAP, FOXP3, burst-rect). CBoeBpemenHas
IUarHOCTUKA MOHOTEHHBIX 3a00JieBaHUU ABJISIETCA
KJIIOUeBBIM MOMEHTOM YCIIEIITHOCTH JiedeGHOTO IIPo-
mecca M COKPAIeHUs MMPOIeHTA MHBAJIUANSAIUN U
CMEPTHOCTHY B JaHHOMH I'PYIIIIe MAI[MeHTOB.

Oco6ennoctu guarmoctTuku BSK
C OUYE€Hb PAaHHUM HAYAJOM

Kax npu BK, tak um npu AK gna gereir mo 6
JIeT XapaKTepHO TOTaJbHOEe MOpa’keHue TOJICTOM
kumigu. Ilo gapaeim Aloi et al., no 50% peteii ¢
manudecranueii BK 1o 5 jieT nuMeioT n3oanpoBaHHOE
mopaskenue toJicroi Kumku (L2), mpu atom v 30%
JeTell MJIa[IIero BoO3pacra OTMeUYaeTcs BOBIEUeHMe
BEPXHUX OTIEJIOB KeJIYJOYHO-KUIIIEYHOTO TPaKTa
(WKKT). Ona panuein manudecranuu K xapakrre-
pPeH IaHKOJIUT, YacTOTa PEeTPOrpPagHOro HUJIEUTa He
MIPEeBBIIITAeT YaCTOTy Y B3POCJILIX U cocrasseT 10%
[26]. Takum oOpasom, BceM AETAM C HOAO3PEHUEM
Ha B3K pekomeHmZ0BaHO HmpoOBeAeHME HJICOKOJOHO-
CKOIIMU U 930()aroracTpoIyOoJeHOCKOINHY C II03TAMK-
HOU O6uoncuei [27].

Haa rpynoel BSK ¢ oueHb paHHMM HadajaoM
xapakTepHa HusKas nHpopmarusHocTs ANCA (AT
K murorniasme Heditpoduao) u ASCA (AT k caxa-
poMuiieTaM), UCIOJb3YIOMIUXCa I guddepeHIn-
asmpHOUM auarHoctuku SIK u BK [20]. ¥YpoBuu map-
kepoB Bocunanenus (CPB, CO9) B mranHoi rpyIie He
oTIMYaIoTCsa oT crapiux gereit [6]. UccaenoBanue
(eranbHOr0 KaJbIPOTEKTHHA He o0JiajaeTr mocTa-
TOUHOHN CHeMu(PUUYHOCTHI0 ¥ MaJIeHbKUX JeTei: o0
18 mecsieB OH MOJKET OBITH IIOBBIIIIEH U Y 30-
poBeix gnereir [28]. A moBBINIEHUA creuuy-
HOCTH TeCTa PEeKOMEHIOBAHO OPHEHTHPOBATHCS Ha
YPOBeHb (peKaJbHOro KaabIpoTeKTuHa Bbimie 200
MKr/T [29-31].

Taxum obpasom, B JAHHOI BO3PaCTHOW TpyH-
ne audd@epeHIIMANbHLIIA auaraod mexxay BK u
AK sarpynHeH, BBUAY OTCYTCTBUS UYETKON KJIU-
HUYECKO! KapTtuubl, B 10-18% cayuaeB muarho-
ctupyercsa HenubdepeHTupoBaHHbI KoauT [18].
B wnccuaemosanuu Hemker et al. m3 176 gereitr y
18,2% c memumdepeHIINPOBAHHBIM KOJUTOM IHA-
I'HO3 BIIOcJaeACcTBuM ObLI nsamenen Ha BK, ny 41,3%
—ua K [6].

ITogxoas!l K Tepanuu

OCHOBHBIMU 3aJJauaMU Tepalluu B JAHHOII BO3-
PaCTHOM I'pyIllle ABJSIOTCA UHAYKIIUA PEMUCCUU U
ee o Iep KaHtue C IeJIbI0 00ecIeunTh HOPpMaJbHbBIN
poct u pasBuTue pebeHKa. Bpau moikeH yMeThb
O0BACHUTh POAUTEAM, UTO XPOHUUYECKHUI Xapak-
Tep 3aboseBanusa TpebyeT IPOBeIeHUS IJIUTEIbHON
IO IePIKUBAIOIEl Tepalnn.

Huema. IlonHOE sHTEpaTbHOE MUTAHUE Jieueo-
HOH CMeChIO C YMEPEHHBIM COePKAHNeM JKUPOBOTO
KOMIIOHEHTA YCIIeIITHO HCIIOJb3yeTCs OIS HUHIYK-
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B3pOCJIbIe

IOJUTeHHbIEe

8 400

MOHOTEeHHbIe

Ouens Pannee Hauauo Bo

panHee HAYaJIO0 B3pPOCJIOM BO3pacre
HavaJIo

Pucynokx. Biamsnue reHeTmuecKumx (PaKTOPOB Ha BO3PacCT

maaungecranmun B3K.

nuu pemuccuu npu BK y mereii, onnako B Poccun
JaHHBIA MeTOJ JIeUeHUA UMeeT OrpaHnUYeHHOe IIPH-
MeHeHre. YacTUUHOE SHTEPATbHOE TUTAHNE MOYKET
WCIOJIB30BATHCSA [AJSI KOPPEKIMU HYTPUTUBHOTO
craryca pebeHka. IJokasaHMeM K HCIOJb30BAHUIO
JeueOHBIX CMeceil Ha OCHOBE THIpOJim3aTa KOpPo-
BBET'O MOJIOKA ABJIAETCA BePUDUIIMPOBAHHOE HAJIU-
upe ceHCUOMIU3anuu K 0eJIKy KOPOBbEr'0 MOJIOKA,
B OCTAJIFHBIX CJyUYasxX OHO He IIOKasaHo. B mepu-
05 00OCTpeHUA PEKOMEHAYEeTCA WCIOJb30BaHUE
IPONYKTOB C HU3KUM COIEpPKaHUEM JIaKTO3HI.
IIpuMeHeHME SIMMUHAIIMOHHBIX JUET He PeKOMEH-
IyeTcda BBUAY HeIOKasaHHON a(p@deKTMBHOCTH, a
TaKsKe PUCKA HeJOCTATOUHOTO TOCTYILJIEHUA MaKPO-
U MUKPOHYTPUEHTOB B OpraHusM pebenka [32].

Medukamenmosnana mepanus. Beibop jeued-
HOU TaKTUKHN y JeTell ¢ paHHell MaHu(pecTamuei
B3K orpanuuen mo nmpuunHe Bo3dpacrta. IIpenaparsl
Mecaja3uHa WCIOJb3YIOTCA KaK [AJA WHIYKIUU
PEMUCCUU IIPU JIETKOM U CPEIHETSIKEJIOM TeUYeHUN
AK u BK c mopaskeHreM TOJICTON KUIITKU, TaK U IJId
ee moagep:xkanud [33]. ¥V meTeii Muaainero Bo3pacra
PEKOMEHIO0BAaHO Ha3HAaUeHUe Mecajia3smHa B GopMe
rpaHyJ WK callle BBUAY yA00CTBa IPUMEHEHUS B
crangaprtHoi gose (60—80 mr/kr B cyT) [34].

IIpenapartaMy IIepBOM JHUHUU AJS UHIYKIIUHA
pemuccuu AK um BK cpemneit um Ts:Kesoil creme-
HU TSXKECTH B JaHHOW BO3PACTHOM TIpyIe ocTa-
I0TCS TJIIOKOKOPTHUKOcTepouaubie ropmoubl (I'KC).
CranmapTHas O3UPOBKA IIPEJHM30J0HA 1 MT/KT
B 1-2 mpuema, makcumaabao 40 mr/cyT [35], mpu
TAYKEJIOM TeUeHUM BO3MOYKHO ITIapeHTePaJIbHOE BBe-
IeHUe B TOl ke mosupoBke [24]. Hasmauenue I'KC
Ha CPOK, IpeBbIaonuit 12 Hegeab, He PEeKOMEH-
nyeTcd.

NMMYyHOMOAYJAATOPBI THUOIMYPUHOBOTO pPALA
IPUMEHAIOTCA B KauecTBe MOJIeP:KUBaIoIIeil Tepa-
Uy, peKoMeHIyeMas 03a a3aTUOIPUHA y JAeTeil
MJIaAIero Bospacra 2,5—2,7 Mr/Kr/cyT, HECKOJIBKO
BBIIIIE CTAHAAPTHON BBULY 00jee OBICTPOTO MeTabo-
JIM3Ma IIperapara y neTeil Myaaiiero sospacra [36],
nosa 6-meprantonypuua 1-1,5 mr/kr/cyr [24].
IIpomenT gereii, MOJYyYAIOIIUX UMMYHOMOMYJISATO-
PBI, [OCTOBEPHO BHIIIIE CPEIU JeTell ¢ MaHudecTau-
eit B3K 10 6 jeT, YTO MOJKET CJIYKUTh KOCBEHHBIM
TOKa3aTeJIbCTBOM 00Jiee YaCTOM IrOPMOHO3aBUCUMO-

CTU U TOPMOHOPE3UCTEHTHOCTHU B JAaHHOI BO3PAacT-
HOI rpyune [6].

WcnosbzoBanue OMOJOTUUYECKOU Tepamuu ¥y
JIeTell MJIa[IIero BO3pacTa OrpaHNuYMBAETCA Iperma-
paramu aHTu-PHO: nHQInKCcUMab 1 agaaumMmymad
MOTYT IPUMEHAThCA y Aereil no 6 et odd-meirda
OpU TOPMOHOPE3UCTEHTHOM U T'OPMOHO3aBUCUMOM
reuenuu SIK u BK. Yacrora mx mcroiab30BaHUA B
MaHHOU T'PYIIEe HNAIMeHTOB He OTJINYAETC OT CTap-
mux peteii [6]. UHAYKIIMOHHBIN KypC U IOAAEPIKU-
BaroIaa Tepanus npemnapatamu antu-®@HO y nereit
o 6 JsieT mpoBOAATCA IO CTaHAAPTHOI cxeMe. [Ipu
Hed(h(HEeKTUBHOCTH WM YCKOJb3aHUU d(PdeKTa OT
Tepanuu WHOIUKCUMAO0M BO3MOKHO yBeJIMUEHUE
nIo3bl mpenapara 1o 10 Mr/Kr Ha BBeleHUE U KparT-
HOCTU BBemeHus o 1 pas B 4 Hemenu. IIpu Heah-
(eKTUBHOCTU Tepaluy amaJIuMyMaboM BO3MOIKHO
yBeJIuueHne KPaTHOCTH BBemeHuit mo 1 pasa B 7
nHei [24].

B smTeparype Tak/Ke OmMCAHBI CIyYau IIPU-
MeHEHUA APYTUX UMMYHOCYIIPECCHUBHBIX IIpelapa-
TOB npu He3(G(HEKTUBHOCTYU CTAHAAPTHOMN Tepamuu:
METOTPEKCAT, TaKPOJUMYC, CUPOJUMYC, TaJIUTO-
mug u ap. [34, 37]. PesucreHTHOCTh K aJeKBaTHOM
CTAHJAPTHOU Tepamuu TpedyeT UCKJIIUEeHU MOHO-
TeHHOro XapakTtepa 3aboseBanusd [10].

WNwmerommuecsa qaHHBIE OTHOCUTEIBHO XUPYPTH-
ueckoro jJeuenus B3K ¢ oueHs panHeil maHudecTa-
uel orpaHYeHbl; KaK IIPABUJIO, YaCTOTA OTIePAIIil
COOTBETCTBYET APYTUM BO3PACTHBHIM I'pynmnam. Puck
OIIEPATUBHOTO BMEIIATEJIHBCTBA JOCTOBEPHO BBIIIE
y ZIeTeil ¢ MOHOTEHHBIM XapaKTepoM 3a00JeBaHUA.
Bompoc 06 omepatuBHOM JeueHuu npu K m BEK
CTaBUTCA IIPU OTCYTCTBUU adeKTa OT aJeKBaATHOMN
KOHCEepPBATUBHOI Tepanuu. [[JINTEIHLHOCTh TEUCHUSA
SK moBwIllIaeT PUCK TOTAJIBHONM KOJSKTOMUMU, TEM
caMbIM BKJIOUAas JEeTel ¢ paHHed MaHupecTanuen
B3K B rpyuny pucka [38]. YuursiBad TPyAHOCTH
nuddepeHInanbHON AuarHocTuku mexay BK u
SK, HeKoTOophle aBTOPHI PEKOMEHIYIOT IO3JHEE
IpOBefieHIe PEKOHCTPYKTUBHOI'O 3Talla OIlepaliuu
OpU TOTAJLHOM KOJSKTOMHUM, BBUAY OOJBIIETO
Ypcaa OCJIOKHEHUN y [OeTeil, KOTOPBIM BIIOCJIEN-
cTBuu ObLya fuaraoctTupoBana BK [25].

IIporunos

JluTepaTypHbIe JaHHbIE OTHOCUTEIBHO IIPOTHO-
3a y gereii ¢ panHeili maHudecranueit BS3K orpa-
HuueHsl. Tem He MeHee, ned6oT B3K B BospacTe 10
6 JseT accomuupoBaH ¢ 0oJiee BBICOKOM YaCTOTOM
HasHAUeHUs MMMYHOMOJYJIUPYIOIel Tepanuu, a,
cJaeloBaTeNbHO, MIJUTEIHLHOU WMMYHOCYIIPECCHU-
eii. [[aurenbHOe TeueHUe 3a00JeBaHUS IIOBBIIIA-
€T PUCK PasBUTHUA OHKOJIOTUUYECKUX 3a00JieBaHUI,
B IIEPBYIO OUYepelb KOJIOPEKTAJIbHOI'O paKa, JUM-
oMbl U paka KoKu. PHUCK pasBUTUA OHKOJOTHU-
YeCKOl IaTOJOTUU OOYCJIOBJEH IJIOXUM KOHTPO-
JieM HaJ BOCHAJUTEJLHBIM IIPOIECCOM B KUIIKE
U 0COOEHHOCTAMM Tepanuu. B wucciaegoBaHUU
2017 r. [39] mokasaHa accolanusa Pa3BUTUA OHKO-
JIOTMUECKO¥ MaTOJIOTHH C JJIUTEJIHFHON KOMOMHUPO-
BaHHOI Tepamnueii npenapatamu aHTU-PHO u THO-
OIypuHaMU, B TO BpeMdA KaK MOHOTepanus Ipenapa-



ramu aHTu-@PHO He OBLIA accomuupoBaHa B IIOBBI-
IIeHHBIM PUCKOM paxa [40]. YuurweiBad mpeumy-
IIeCTBEHHOE MOPaKeHUe TOJICTOM KUINKU y AeTel,
3abosieBmux B3K o 6 ser, sTa rpynmna nanmueHTOB
UMeeT BBICOKUI PUCK Pa3BUTHUSA KOJOPEKTAJIHHOTO
pakKa BIIOCJIECTBUMN.

B snmreparype npencTaBiIeHBI IPOTUBOPEUUBHIE
IaHHBIE OTHOCUTEJIBHO CBA3M BO3pacTa MaHUpecTa-
muu B3K u cMepTHOCTH, OTHAKO CMEPTHOCTh Cpean
TmanueHToB ¢ paHHell maHudecranueii BSK mocro-
BEPHO BBIIIIE, UeM CPeAY MOKUIBIX manueHToB [41].

3akJaroueHue

Exxeromgusniii poct 3abosieBaemoctu B3K cpenm
IeTeil NOITKOJBHOTIO BO3PACTA IIPUBOAUT K TOMY, UTO
Ha ceroguamnauii geub K u BK y:xe #He aBaaioTca
PenKo¥ maToJIoTHel B JaHHOW BO3PACTHOM I'DYIIIIE.
Oco6eHHOCTHY KJIMHUYECKON KapTUHBI U J1abopaTop-
HO-MHCTPYMEHTAJBHBIX OAHHBIX ITIO3BOJIAIOT pPac-
cmarpuBath B3K ¢ ouens panmeit manudecranmei
KaK OTIeJbHYIO IPYIIY B COCTaBe IIeINaTPUUECKUX
B3K. HecmoTpsa Ha orpaHuUeHHBIEe JaHHBIE O T0JITO0-
CPOYHOM IIPOTHO3€e [JId NAaHHBIX IIallIeHTOB, CBOe-
BPeMeHHAasl NUArHOCTHUKA U JIeYeHHUE [TO3BOJISIOT
YCIIEIIIHO KOHTPOJHPOBATH BOCIIAJIUTEILHBIN IIPO-
mecc, 00ecIeunTh HOPMAJIbHBIE TEMIIBI (DU3UUECKO-
T'O0 Pa3BUTHUA U YIYUIIIUTh KAaUYECTBO KU3HU MAJIEHb-
KHUX IIaIlFIeHTOB.

Momnorenusie BSK-mogo6ubIe 3a001€eBalus CJie-
IyeT pacCMaTPUBATh KAK CAMOCTOATEIHLHYI0 HOB0JI0-
THUYECKYIO eUHUITY BBULY OTJIMYHOTO reHe3a 3a00-
JIeBaHUS U MOAXOAOB K JeueHH:o. Vcmosb3oBaHME
KPUTEpUEeB AMATHOCTUKU MOHOTEHHBIX 3a0boJieBa-
HUN TO3BOJISET BBIJEJIATHL HAIMEHTOB, HYKIAI0-
WX CA B IPOBEAEHNY MOJIEKYIAPHO-TEHETIUECKOTO
HUCCJIeOBaHUA.

HanbHelee mcciegoBaHUe HEOOXOIUMO IJIA
JIYYIIIero TOHNMAaHUA STUOJIOTHY U naToreHesa BSK
C OUYeHb PAHHUM HAYaJIOM, a TaKiKe ZOJITOCPOUHO-
TO IPOTHO3a IPU pPaHHeM nebioTe 3aboJeBaHUA.
HecmoTpsa Ha 6e3ycaoBHY0 9(P(EKTUBHOCTHL COBPE-
MEHHBIX IIOAXOOOB K Tepallnv, B T.4U. HASHAYEHUA
npenapatoB auTu-PHO, HaKOIIIeHNE TaHHBIX O 6e3-
OIIACHOCTU IPMMeHeHUA 0ojiee HOBBIX IIPEIIapaToB
OMOJIOTHMUECKOM Tepanmuu y nOeTeil muaniie 6 Jer
TO3BOJIUT PACIINPUTH TepalleBTUUECKUIl CIeKTp U
TeéM CaMbIM CHU3UTH IIPOIEHT CJIy4YaeB, PE3UCTEHT-
HBIX K Tepalluu.
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