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Penkas npuunHa akccynaTUBHOM
3HTeponaTum y pebeHka paHHero
BO3pacTa — rMCTUOLMTO3 U3 KITeTOK
INlaHrepraHca

I".B. MoecucsH?, A.l. Komaposa?, K.A. Kynukos?, U.W. KanuuuHa?, M.M. NoxmaTos?,
B.W. Onpakosckwit!, P.®. Tenaes?, E.A. Pocnasuesal, A.C. Motanos?, H.E. LLinronesa’,
A.WN. MatepukuH?, K.B. CaBocTbsiHOB!

1QrAY «HaumoHanbHbIf MeaUUMHCKWI MCCIefoBaTeNbCKUI LIEHTP 300p0oBbsA AeTel» MuHsapasa Poccum, Mockea
2QIbY «HaunoHanbHbIi MEAVLMHCKUI MCCIER0BATENbCKUI LIEHTP IETCKOM reMaToiorum, OHKOoriu
U uMMyHosorum uM. [imntpus Porayesa» Munsapasa Poccun, Mocksa

3KccynaTMBHasA 3HTEPONaTUSA — KIMHUYECKMIA CUHLAPOM, KOTOPbIA XapaKTepru3yeTcs Ype3MepHON NoTepen
BenKoB Yepes KenynoYHO-KULLIEYHbIA TPAKT W NPEAcTaBnseT coboi peaKkoe OCMNOKHEHWE PasfNyYHbIX
racTPOMHTECTUHanNbHbIX 3abonesaHuii. OQHOM M3 caMbIX PEAKMX MPUYMH Pa3BUTMA Manbabcopbuum
Benka ABMNAETCA rMCTMOLMTO3 M3 KNeTOK JlaHrepraHca, BO3HUKaIOLWMA B UCXOAE BOCManUTENbHON
HeomnasMm MUEeNoUaHbIX KNETOK-NPEALLECTBEHHUKOB, BbI3BAHHOW MyTaLMSMU B MATOTEH-aKTUBUPYEMOM
MPOTEMHKMHA3HOM NyTW. AHOMarnbHas nponudpepaLna U akkyMynauus KNeTok JlaHrepraHca B CTeHke
KWULLKX NPUBOLAT K HapYyLUEHWI0 OTTOKa NMUMdbl 1 0ByCnoBnNvBaIloT XapaKTepHble 418 3HTeponaTum
KIMWHWYECKME NPOSIBMEHUS. YUNTbIBAS, UTO MOPAKEHWE KEMYLOYHO-KULLEYHOr O TPaKTa Npu rmcTMoumnTose
n3 kneTok JlaHrepraHca BcTpevaetcs B 2—3% cryyaes, a KMMHUYECKME NMPU3HAKN HE ABNSAIOTCA
BbICOKOCMNeLUNUYHbIMU, CBOEBPEMEHHAA AMArHOCTMKa 3aTpyaHeHa. OTcpoyeHHas BepudmKkaums
AMarHo3a 1 nospHee Hayarno afeKBaTHOro fIeYeHUs ABNSIOTCS hakTopaMu prUcKa MynbTUCUCTEMHOMO
nopaxeHusi n obycnosnuealoT HebnaronpusATHbIA ucxod. B nutepaType onncaHbl HEMHOMOUMCIIEHHbIE
HabmiofeHns Havana wnu nposieneHns 3abonesaHns ¢ cMMNTOMOB Manbabcopbumn benka. Hamu
NPEACTaBNIEH PEAKUI KIIMHUYECKUIA CIyyYall OIMarHOCTUKM TMCTUOLMTO3a M3 KNeTok JlaHrepraHca y
pebeHKa paHHero Bo3pacTa C TAKesbIMU NPOSBMEHUAMM 3KCCYAAaTMBHOM 3HTeponaTtum B Aebiote. Pogutenu
MauMeHTKU fanu corflacue Ha ucnonb3oBaHue MHpopMaLumm, B TOM yucne dooTorpachuii peberka,
B HayYHbIX UCCIIEAOBaHUAX W Nybnukaumusax. PedopakTepHas racTpOMHTECTUHANIbHAsS CUMMNTOMAaTUKa
TpebyeT 0643aTeNbHOr0 3HLOCKOMMYECKOrO U TMCTONOMMYECKOr 0 MCCIEA0BaHVA ANS BbIABMEHWA PEAKVX
npuunH Manbabcopbumn. CBoeBpeMeHHas MHULMALMA TapreTHOM Tepanuu npenapaTom BeMypadheHmb B
CoYeTaHuu C NocneapyloLLe XuMmroTepanuer no3sonuna obecneunts pebeHky bnaronpusiTHbIA NPOrHo3
1 CTOWKYI0 peMuccumio 3abonesaHus.

KnioueBble cnoBa: kKiMHUYeCKuii Criyqal, BeTH, IKCCyAaTMBHasA SHTEPONATHs, MCTUOLMTO3 U3 KITETOK
JlaHrepraHca, TapreTHasi Tepanusi, BeMypagheHnb
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Langerhans cell histiocytosis: a rare cause of exudative enteropathy
in a young child

G.B. Movsisyan?, A.D. Komarova?, K.A. Kulikov?, L. Kalinina?, M.M. Lokhmatov?, V.. Oldakovskiy*, R.F. Tepaev?,
E.A. Roslavtseval, A.S. Potapov?, N.E. Shchigoleva?, A.l. Materikin?, K.V. Savostyanov!

INational Medical Research Center for Children’s Health of Ministry of Healthcare of the Russian Federation, Moscow
2Dmitry Rogachev National Medical Research Center of Pediatric Hematology, Oncology and Immunology of Ministry of Healthcare
of the Russian Federation, Moscow

Exudative enteropathy is a clinical syndrome characterized by excessive loss of proteins through the gastrointestinal tract and
is a rare complication of various gastrointestinal diseases. One of the rarest causes of protein malabsorption is Langerhans cell
histiocytosis, which occurs as a result of inflammatory neoplasia of myeloid precursor cells caused by mutations in the mitogen-
activated protein kinase pathway. Abnormal proliferation and accumulation of Langerhans cells in the intestinal wall leads to
a violation of the outflow of lymph, and causes clinical manifestations characteristic of enteropathy. Given that the lesion of
the gastrointestinal tract with histiocytosis from Langerhans cells occurs in 2-3% of cases, and the clinical signs are not highly
specific, timely diagnosis is difficult. Delayed verification of the diagnosis and late initiation of adequate treatment are risk
factors for multisystem lesions and lead to an unfavorable outcome. The literature describes a few observations of the onset or
manifestation of the disease with symptoms of protein malabsorption. We present a rare clinical case of diagnosing histiocytosis
from Langerhans cells in a young child with severe manifestations of exudative enteropathy at the onset. The patient's parents
gave their consent to the use of their child's data, including photographs, for research purposes and in publications.

Refractory gastrointestinal symptoms require mandatory endoscopic and histological examination to identify rare causes of
malabsorption. Timely initiation of targeted therapy with vemurafenib in combination with subsequent chemotherapy provided
the child with a favorable prognosis and stable remission of the disease.
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KccypaTuBHas aHTeponatus (33) — aTo nonu-

3TUONOrNYECKNUIA CUHAPOM, OCHOBHbBIM MPOSiBe-

HWEM KOTOPOro SIBMSIETCA MOBbILLEHHAsA NOTEps
CbIBOPOTOYHbIX BENKOB Yepes enyfouHO-KULLEYHbIN
TpakT (MKKT) c pa3BuTHEM BbipaKeHHOMN rMnonpoTen-
HeMuwn (runoanbByMuHeMus, runorammarnobynuHemus)
M OTEYHOro cuMHEpoMa. 33 MOKET BbITb Kak MepBUYHBIM
MPOSIBNIEHNEM Pa3nnyHbIX BonesHew, Tak u nx CyOKnHM-
YECKUM KOMMOHEHTOM. TAXECTb TeUeHUs JaHHOro naTo-
FIOrMYECKOro COCTOSHUA NpeonpenenseT HeobxoanmMocTb
MHZOOPMMPOBAHNA CNELMANMCTOB LUMPOKOIO CMEKTPa He
TONBKO O YaCTbIX, HO U O PEKMX MPUYMHAX ero BO3HMK-
HOBeHMs. /I3BECTHO HECKOMbKO MeXaHW3MOB pas3BUTUSA
notepu benka yepes KKT, cpean KOTOPbIX BbIAENAOT
4 OCHOBHbIX: HapyLUeHWe oTTOKa IMMdibl (0BCTpyKUMS
KULLIEYHbIX NMMMaTUYECKUX Y3M0B MepBUYHAA U
BTOPUYHAA M KapAuanbHble MPUYMHBI MOBbILLEHHOIO
CMCTEMHOr0 BEHO3HOr0 [aBfleHUs); reHeTUYecKue
NPWUMHBI (HapyLLeHWe FMUKO3UIMPOBaHUS, IOBEHUbHBINA
nonunos); socnanurenbHble 3abonesanns MKT (MHdek-
LIMOHHbIEe M HEMHODEKLMOHHbIE C Pa3BUTMEM 3PO3UI 1 A3B
1 6e3 TaKoBbIX); HEMHDEKLMOHHBIE MPUYMHBI C HapyLle-
HeM BapbepHbiX YHKUMIA aHTepoumMToB (6e3 necTpyk-
TUBHbIX U3MEHeHUt crmaucToi obonoukw) [1-4].

MonuatuonornyHocTs 33, yacToTa ee BCTpevae-
MOCTU B NeLMaTpPUUYECKON NMPaKTUKe, HecneLnMUYHOCTb
KMWHWYECKUX MPOsiBNeHnit (runonpoTenHeMns u oTeku)
3aTPYLHSIOT CBOEBPEMEHHYIO AMArHOCTMKY 3aboneBaHui,
MPUBOAALLMX K AAHHOMY COCTOSIHMIO, U Ha3HaYeHne afek-
BaTHOIO fleYeHus.

OpHoM 13 caMbIX pepkux NpuunH 33 ABnSeTcs rmcTu-
ounTos U3 Knetok JaHrepradca (IKJT, ructuoumntos
X), KoTopbli NpeacTasnaeT coboit BocnanUTeNbHYyIo
HEeoMnnasuio MUENOUAHbIX KMeTOK-NPeaLeCTBEHHNKOB,
BbI3BAHHYI0O MyTaUMsIMU B MUTOrE€H-aKTUBMPYEMOM
NpPOTenHKMHa3HoM nyTw. MatoreHes 33 npu [KJ1 3aknio-
yaeTcsd B MHUNIBbTPALUM KULIEYHWMKA naTonormye-
CKUMM KreTkamu JlaHrepraHca, YTo BeAeT K HapyLLEHMIO
NMMMOOTTOKA M PasBUTMIO BTOPUYHON NUMMPAHINIK-
TasuK C HapyLueHneM doyHKUMKM opraHa [5, 6].

3tuonorus n natoreHes KI1 B HacTosWwee Bpems
[0 KOHLUA He u3yyeHbl. [laHHbIX, CBUAETENbCTBYIOLMNX
B NOSb3y MHADEKLMOHHOW U FEHETUYECKON 3TUONOTWNA,
He nonydyeHo. Y 50% nauueHTor B ['KJ1 BbIABNsieTCA
comaTtunyeckaa myTtaums V600E B reHe BRAF. B ocHoBe
MexaHu3ma passuTus 3abonesaHus nexat 2 B3au-
MOLOMONHALWMNE APYr ApYyra Teopuu: KIoHanbHas
nponudepaumnst NaToNorMYecknx KNeTok JlaHrepraxca
W aHOMamnbHas perynauus B3auMOLENCTBUS KIEeTOK
MMMYHHOW CUCTEMbI B 04arax NopaskeHUst B COYETaHUM C
HapyLUeHMeM LIMTOKUHOBLIX peakuuii [7-10].

Cpenu ructuoumtapHbix Hapywenun KNl asns-
eTca Hambonee pacnpoCcTpaHeHHbIM, nMopaskas oT 4 oo
5 Ha 1 mnH peten B Bo3pacTe oT 0 oo 15 net Kaxaobii
rog. MNockonbky nokanusoBaHHOe 3aboneBaHMe 4acTo

Bornpock! reMaTonorin/OHKONOM M 1 MMMYHONATOMOM VM B NeanaTpim
2023 | Tom 22 | Ne 1110-121

CMOHTaHHO perpeccupyeT, pacnpoCTPaHEHHOCTb, Bepo-
ATHO, BbllLe, YeM coobuiaeTca. CpeaHuin Bo3pacT nocTa-
HOBKM AMarHosa coctaenseT 3,5 rofa, a camblii BbICOKUI
ypoBeHb 3ab0/1eBaeMoOCTM NPUXOAUTCA Ha MepBblA rof
wusnm [7, 11-13].

B HacTosiwee Bpema KJ1 knaccudmumpyetcs no
MOpasKeHWIO OQHOW WM HECKOJSTbKUX CUCTEM OPraHoB,
O[LHOTO WS HECKOJIbKMX YYaCTKOB B KOHKPETHOM
CUCTEME OPraHOB M HaNMuMio NMOPaKEHWUA OpraHoB
pUCKa, KOTOPble BKIIOYaIOT B cebsi neyeHb, ceneseHky
M KOCTHbIM MO3r. Y BonbluMHCTBA NauueHToB Habniopa-
eTcs nopaenue ofgHoit cuctembl (70%). M3 naumeHToB
C MynbTUCMCTEMHON chopMoii 3aboneBanns okono 50%
umeloT boree 1 nopaskeHHOro opraHa pucka [14-16].

Hanbonee yacto nopaxaeMbIMK OpraHamu B LieSIOM
asnaTca Koctu (60-80%), koxa (33%), runodus
(25%), neueHb (15%), ceneseHka (15%), KpoBeTBOpHas
cuctema (15%), nerxkue (10%), nuMdpatnueckmne yanbl
(5-10%) 1 ueHTpanbHas HepBHas cCUCTEMaA, UCKITIOYas
runocpus (2-4%) [14-16].

B nuTepaType npu yCcrnoBuM HU3KON BCTPEYAEMOCTH
KT y peTei nepBoro ropa KM3HW Yalle onucbiBa-
loTca cnyyau, roe 3abonesanve peboTupyeT ¢ nopa-
KEHUA KOCTEN, KOXMW, yxa M CnmnsncTbix obonouyek
[16, 17]. MaHudpecTaumsa ¢ nopamenua KT npeacras-
neHa pegkvMu HabslogeHUsIMK, COCTaBNSET NPUMEPHO
2-3% cnydyaeB y feTen n accoumMmpoBaHa € MyfbTUCK-
CTEMHbIM MOPAXEHWEM C KIMUHUKOMW TAXENON NPOTENH-
TEpSIOLLIEN SHTEpONaTWUK, reMoKonuTa, Manbabcopbumu,
3aep)K1 omandeckoro passutua [18—-21]. Pedopak-
TEPHOEe TeYeHWe raCTPOMHTECTUHANBHON KITMHUYECKOM
cMMNTOMaTWKK TpebyeT 06s3aTenbHOr0 NPoBefeHUs
NaLMEHTY 3HOOCKOMMYECKOro UCCrenoBaHums ¢ buoncuen
KWLLIEYHMKA ¥ MOCNERYIOLLIMM AOMNOSTHUTENbHBIM Andde-
peHUManbHO-ANarHOCTUYECKUM WUCCIIeA0BAHUEM
FMCTONOrMYEeCKOro MaTepuana ¢ NpUMMEHeHNeM UMMy~
HOMMCTOXMMUYECKNX peakumui ¢ aHTutenammn k CD1o un
$100, nosuTHBHbIX B rucTuoumnTax [22, 23].

MporHo3s npwu aanHom chopme MKIT HebBnaronpusTHbIN,
OflHaKO CBOEBPEMEHHOE NPUMEHeHne B COBPEMEHHOM
npakTuke nHrnbmutopa BRAF-knHa3 ¢ akTvBMpylOLWMMM
MyTaumsmu B kopgoHe V600E paeT Hapeskny Ha bnaronpu-
ATHBbIN ucxop [24-26].

HaMmu npencTaBneH pefkuit KNMHUYECKUA cryyan
KN y pebeHka paHHero BospacTta c gebioToM B BMAe
33, ocnoxHMBLIENCSA pa3BuMTMEM remodparoumTap-
HOro CMHAPOMA, W ero yCMeLIHOW Tepanum npenapaTom
BeMypadoeHnb. Ponutenu naumeHTKM pjanu cornacue Ha
1Cnonb3oBaHWe MHopMaLmu, B TOM unciie dpoTorpadoui
pebeHKa, B HayuHbIX MCCIIEA0BaHMAX U MyBnvkaumsx.

KIMUHUYECKUI CNYYAN

Oesouka, 1 rog 3 Mecsua, nocTynuna Bnepsble
B raCTPO3HTEPOJIOrMYECKOe OTAeSIeHne ¢ renaTono-
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ruyeckon rpynnont ®rAY «HMWL spopoBbsi peTeit»
MwuHzpopaBa Poccum ¢ skanobamu Ha reHepanun3oBaHHble
OTEKM, CHUKEHHbIN anneTuT, yacTbit go 10-15 pas/cyT
BOLASHUCTbIN CTYN, B11€AHOCTb KOMHbIX NOKPOBOB, BbIpa-
)KEHHYIO BANOCTb, Perpecc HaBblka CaMOCTOSATENbHOW
X0AbObI, BEICBIMAHWSA Ha KOXE BOSTOCMCTON YaCTH FOSOBbI
B BUOE KOPOUYEK.

N3 aHaMHe3a KW3HM M3BECTHO, YTOo pebeHok
0T 2-n H6epeMeHHOCTU, 2-X CPOYHbIX POJOB Ha
39-40-# Henene, npoTekaBLUUX Ha dooHe herpes labialis
Ha 13- Hepene, HedbpuTa MHCDEKLIMOHHOMO reHesa Ha
20-1 Hepene, konbnuTa Ha 34-i Hepene. Mpu poxaeHum:
Macca Tena — 4850 r, gnuHa Tena — 57 cMm. lepuog
HOBOPOXAEHHOCTU npoTekan 6e3 ocobeHHocTen. Heps-
HO-NCUXMYECKOE Pa3BUTME B COOTBETCTBUM C BO3PACTOM.
MpodhmnakTnyeckne NPUMBMBKM COrMACcHO HaLMOHamb-
HOMY KaneHfapHOMYy nnaHy. HacnencTBeHHbIi aHaMHe3
He OTAroLieH. AnfnieproaHaMHes: y CTapLuen cecTpsl
nonnuHo3. MNioTeH-coepskallme NpoayKThl (nevexbe,
CYLLIKM, Cyxapy, OBCAHKA) B pauuoHe ¢ 6—7 MecsLles,
¢ 1 ropa — MaHHas Kalla Ha MOJIOKe, MyJIbTU31aKoBble
KaLlun, xneb ¢ obLuero cTona.

[ebioT 3aboneBaHnsa oTMeueH B BospacTe 1 roga
2 MecsueB, KOrpa BMepBble MOABMIMCH M Havamu
HapacTaTb OTEKM Ha Nuue, roNeHsx, cTonax, AeBOYKa
CTana BSMOW, anaTMYHON, NepecTana XoauTb, BCTaBaTb
Ha HOXKU, TaKKe 0TMeYanuncCb AMCMNENCUYECKME ABMEHMS
B BUAE Pa3KMMKEHHOr0 YYalleHHOro CTyna ¢ Henepesa-
PEHHBIMX OCTaTKaMM NULLN.

B cBs3n ¢ anobamu rocnntanvuavposaHa no MecTy
UTENbCTBa B KapAMO-HePpoIornyeckoe oTaesieHue,
roe nocne npoeefeHHoro obcnenoBaHWs bblan UCKIIO-
YeHbl OCTPbIA FNIOMEPYNOHedPUT, FEMOSNIUTUKO-Ype-
MWYECKUN CUHOPOM, BPOKAEHHbIE MOPOKKU cepaua.
BoicTaBneH AMarHo3: OTEYHbI CUHAPOM HEACHOrOo
reHesa. Monyyana aHTnbakTepuanbHylo, aMypeTnye-
CKYI0, IMMYHOCYNPECCHBHYIO (MPenHU30MO0H) U aHTUrK-
CTaMUHHyI0 Tepanuio. Ha dpoHe fleyeHns oTMeyanucb
HapacTaHWe 0TeYHOro CuHApoMa, crnabocTtu, BANOCTH,
CHUKEeHWe anneTuta.

B Bo3pacTte 1 ropa 3 MecsueB, yuuTbiBasi coxpa-
HeHue xanob, HeopHOKPaTHO OCMaTpuBanach
cneuuManucTaMu MeguMLMHCKOro LeHTpa r. Teepwu.
MpoBoAMnacb OueHKa FOPMOHaNIbHOro nNpoduna:
YPOBEHb MHCYNMHA, MpOJIaKTWHa, KOpTU3ona, agpe-
HOKOPTUKOTpPONHOro ropMmoHa, 17-OH-nporecTe-
poHa, TMPEOTPOMHOro ropmoHa, csobopgHoro T3 u
T4, aHTUTEN K TUPEOMOHON MepoKcuaase B npefenax
HOpPMaribHbIX 3HayeHunn. KoHueHTpaums uMMyHornoby-
nuros A (IgA), M, G (IgG) 1 UMPRYIMPYIOLLIMX MMMYHHbIX
KOMMJIEKCOB HE U3MEHEHa, HE3HAUNTENbHO YBENUYEH
ypoBeHb uMMyHornobynuHa E (72,1 Ea/n). Mo fnaHHbIM
MHMEKUMOHHOW Ceponoruu BbIIBNIEHbI aHTUTena K
uutoMeranosupycy IgG B TuTpe 8,38 En/mn. Ucknio-
YEHO TeyeHue reprnecBuMpycHon uHdekumn 1, 2, 6-ro

TMNoB, BMpyca AnwTeHa—bapp, uMTomMeranosupyca,
ackapuposa.

ObHapysKeHbl BbICOKME TUTPbl @aHTUTEN K rMUaguHy
IgG > 100 Ea/mn v IgA 23,40 En/mMn, Ha ocHoBaHuu
KOTOpPbIX BbICTaBfIeH AMArHo3: uenuakusa. HasHaueHa
BesrnoTeHoBas AMeTa, OQHAKO COCTOSIHWE He Yy~
N0Cb, COXPaHANUCb OTEKWU. MccrnenoBaHve aHTuTen K
TKaHeBOW TpaHCryTaMMHa3e He NMPOBOLMIIOCH.

Mo3ske poguTenu caMocTosiTeNnbHO obpaTunuch B
CTalMoHap, Kyfna AeBouYKa bbina 3KCTpeHHO rocnuta-
M3npoBaHa C kanobamun Ha oTekun, 6efHOCTb KOXM,
cnabocTb, BANOCTb, CHUXEHWE anneTuTa, PassKuKeHHbIN
CTYN C HenepeBapeHHbIMKU OCTaTKaMU MULLA.

Mpn noctynnexnun: macca Tena 11,5 kr, yactoTa
AbIXaTeNbHbIX ABUMKEHWUA 28/MUH, yacToTa CepaeyHbIX
COKpalleHnit 96 ya/MuH, TemnepaTypa Tena 36,6°C,
Sp0, 99%. CocTosHue Taxenoe no 3abosesanvio. [lura-
TeflbHasl aKTUBHOCTb CHUMKEHA, HE BCTAET Ha HOMKM, He
XoouT, BbICTpO 3acbinaeT nocne ocMoTpa. He nuxo-
panuT. KaTapanbHbiX ABMEHWA HET. KOoXHble MOKPOBbI
BnefHble, YMCTble, Bblpa)KeHHble OTEKW Nuua, Tyno-
BULLA, KOHEYHOCTEN. ANNETUT CHUMKEH. KMBOT MAMKUN,
BesbonesHeHHbIN, yBenuyeH B obbeme. lNeyeHb + 5 cMm
HUKe Kpast pebepHon oyru, ceneseHka + 3—4 CM Huxke
Kpas pebepHoin gyrun. CTyn pasMKEHHbIW, CKYOHbIN,
oT 6—7 pas/cyT, 3eneHoBaThI 6e3 npuMeceit.

J1labopaTopHO B 06LLEM aHanM3e KPOBM BbISBIEHA
aHemusi (remornobuH 113 r/n, B AMHAMKKe CHUKEHUE
0o 93 r/n), apuTponexus MakecuManbHo fo 3,7 x 10%%/n,
TpomBoumtbl 180 x 10°/n1, neikoumtos go 14,5 x 10°/n,
MaKcuManbsHo fo 22,5 x 10%/n, ckopocTb ocefaHus
3pUTPOLIMTOB 2 MM/U. B BUOXMMWUUYECKOM aHann3e KpoBw
obpaLianu Ha ceba BHMMaHWe ypoBHK obLuero benka —
36,0 r/n, anaHuHManHoTpaHcdpepassl — 40,0 En/n,
rnioKo3bl — 2,2 MMonb/n, C-peakTuBHoro Benka —
5,4 mr/n, xonectepuHa 2,1 MMonb/f, LIENOYHONM
dhocdpatasbl — 242,0 En/n, anbda-detonpotenHa — oo
25,7 MEL/Mn. ®eKarnbHbIil KanbrpoTEKTUH Bbif NOBbILLEH
R0 3841,8 Mkr/T.

Mpn wnHCTpyMeHTanbHOM obcnefoBaHuu: no
OaHHbIM YNbTPa3BYKOBOro uccrneposanus (Y3U)
opraHoB 6piwowHoi nonoctu (OBM) BbiABMIEHb
ondpdysHble M3MEHEeHWA MapeHXMMbl NeyYeHun, rema-
ToMeranus, MeseHTepuanbHad nuMdageHonaTus,
cBoboOHasA KMAKOCTb B BpIOLLHON NofiocTi. Ha KoMnbio-
TepHoi ToMorpadum (KT) OBI BusyanusmposaHb
NPW3HaKW renaToMeranum ¢ eauHUYHbIM rMNepBacKy-
NAPHBIM 0YaroM NeBON [ONU neyeHwn, abooMuHanNbLHoOM
numdpageHonaTum, aHacapku. YCTaHOBMEH AMarHos:
BOCManuTenbHoe 3abosieBaHne KuLeyHnKa HeamdodpepeH-
umposaHHoe. Llenuakus, 33, reHepann3oBaHHbIN OTEYHbIN
CUHLPOM.

B TeueHue 8 gHen maumeHTka nonyyana npegHu-
3omoH 10 Mr/cyT, npoBefieHa 3aMecTUTeNbHas Tepanus
anbbyMUHOM.
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B nnHamuke Ha dhoHe MPOBOLMMOrO JIeUeHUst OTMe-
Yyanucb NoagbeMbl TeMnepaTypbl Tena 1 pa3 B 2 gHa
0o debpunbHbix uMdp 6e3 KaTapasibHbIX ABMNEHWUN,
CHUKeHWe Macchl Tena no 10 800 r (1700 r), ymeHb-
weHne oTekoB. OfHaKO BAMNOCTb, CHUKEHHas ABUra-
TenbHasi akKTUBHOCTb, OTCYTCTBME anmeTuTa u YacTbii
Pa3UKEHHbI 3eNeHOBaTO-KOPUYHEBBIV CTYN COXpaHs-
T1Cb.

B cBasu ¢ nporpeccueit 3abonesanns, oTCyTCTBUEM
adhbdekTa oT NpoBoaMMON Tepanuu B Bo3pacTe 1 roga
3 MecsLeB feBoYKa bbina rocnMTanvManpoBaHa B racTpo-
3HTEPONIOrMyeckoe OTAENeHME C renaTonornyeckomn
rpynnovi HMULL 3nopoBbs peTe.

Mpu noctynnexun (pucyHku 1, 2): pnvHa Tena
80 cm, macca Tena 10,8 kr, TemnepaTypa Tena 36,8°C,
4acToTa AbIxaTeNbHbIX ABMKeHUA 29/MuH, SpO, 98%,
yacToTa CepfeyHbIX CoKpalueHunin 115 ya/MuH, aptepu-
anbHoe fasneHue 90/60 MM pT. cT. CocTosiHWe TssKenoe
no 3abonesaHuio 3a CYET OTEKOB M aHeMUW. [TofoxeHNne
nesxa B noctenu. CosHaHue scHoe, BAnas, Kanpu-
3Has, ABUraTenbHas akTUBHOCTb CHWXEHA, He BCTaeT
CaMOCTOATESIbHO Ha HOMKKM, He XOAMT, BbICTPO 3achl-
naeT nocfie ocMoTpa. MeHWHreanbHbIX 3HaKOB HET.
He nuxopagut. KaTapanbHbix fABneHU HeT. KoxHbie

PucyHok 1
BHeLuHuit BuA pebeHka npu nocTynieHun

Figure 1
The child's appearance at admission

MOKPOBbI BriedHble, }KENTOBaTbIe KOPKM Ha KOXe BOS10-
CUCTOM YacTu rofioBbl B 3aylWHOM obnacTtu, Hano-
MuUHalowWwme KapTuHy [Helca, remopparuvueckue
3M1eMEHTbl Ha HWMXHUX KOHEYHOCTAX, MPaMOPHOCTb
KOXHbIX MOKPOBOB. Typrop TKaHel pPe3K0o CHUXKEH.
BbipaxeHHble O0TekM nuua, TynoBuLla, KOHEYHOCTeN.
CnusuncTble BNasHble, YncTble. 3eB PO30BbIN, HANeToB
HeT. HocoBoe AbixaHWe He 3aTpyAHEHO, OTAENSEeMOro
HeT. ANNeTUT CHUXKEH, NbeT OXOTHO, PBOTA He 0TMeYa-
nacs. Nepudrepnyeckne nMMdOy3nbl HE yBENUYEHDI.
'pynHasa kneTka npaBuibHOW chopMbl, 06e NONoBMHBI
O[IMHAKOBO Y4YacCTBYIOT B aKTe AbixaHus. B nerkux
MEePKYTOPHO NMErOYHbIN 3BYK, ayCKYNbTaTUBHO AbIXaHWNe
nyapuiibHOE, MPOBOAUTCS PAaBHOMEPHO, XPUMOB HeT.
ToHbl cepAua PUTMUYHbIE, TPOMKUE, TPaHULbl He
pacLlUMpeHbl, CUCTONMUYECKUIA LIYM BAOJNb JIEBOrO
Kpas rpyauHbl. }XuBoT MArkui, BesbonesHeHHbIR,
yBenm4yeH B obbeme 3a cueT MeTeopusMa M renaTo-
CnyieHOMeranuu, CUMNTOMOB pasapakeHns BpioLLnHbI
HeT. [MeueHb + 3 CM HUKe Kpas pebepHon oyru, cene-
3eHKa + 1 cM Huke Kpas pebepHont ayru. CTyn passu-
YKEHHbIW, CKYOHbIW, 3eneHoBaTbin 6e3 NnaTonornyeckmx
npumecei no 4-5 pas/cyt. Mouutcs B namMnepc. Moua
CBETO-KenTas, ANypes He YUnTbIBancs.

PucyHok 2
KoxHble nposiBneHus 6onesHu npy NocTynneHun

Figure 2
The skin manifestations of the disease at admission

Bornpock! reMaTonorin/OHKONOM M 1 MMMYHONATOMOM VM B NeanaTpim
2023 | Tom 22 | Ne 1110-121

113




KIIWHUYECKWUE HABNNIOAEHUA

Mo paHHbIM NabopaTopHOro uccnenoBaHus B 0bLuLeM
aHanuse Kposu: aHemusa (remornobun 72-75 r/n),
apuTponeHus po 2,93 x 10%?/n, TpomBouuTsl
23-51 x 10%/n, rnOKOKOPTUKOCTEPOUA-acco-
LUMPOBAHHBIN X BOCMaNUTeNbHbIA NENKOLUTO3
14-22,5 x 10°/n, B BUOXMMUYECKOM aHann3e KpOBM:
npuaHaky Manbabcopbumm — runonpotemHemMus (06LLMiA
Benok ao 33 r/n, anbbyMuH 22 r/n), cKOppeKTUpoBaHHas
BBefeHneM anbbyMuHa, runorammarnobynmHemus
(IgG — 3,76 r/n), nedomumt senesa (2 MkMonb/n), BuTa-
MuHa D no 3 Hr/mn, BuTamMuHa B.,, npusHakm xonecrasa
B BWAE MNOBbIWEHWA ramMMa-riyTamMmnTpaHcdepassl
po 350 En/n n obuiero 6unupybuHa 0o 33 MKMonb/n
3a cyeT HenpaAMoW chpakuum, BocnanuTesibHas akTuB-
HOCTb B BMAe MoBbileHus C-peakTuBHOro benka
no 20 Mr/n. B koarynorpaMMe nNpusHaku runokoary-
naumm (NpoTpoMBMHOBbIN MHAEKC 24-56—75%, CHUMEHNE
ubpuHoreHa, npotpoMbuHoBoe Bpemsi 18 c, aKTu-
BMPOBaHHOe YacTUyHoe TpoMbonnacTvHOBOe BpeMms
38-50 c) Ha chboHe medpuUMTA aHTUKOArYMALMOHHBIX
thaKTopoB B BMAE CHWXeHUs aHTuTpombuHa Il no 45%.
MpW NNaHoBbLIX OLEHKaX KUCMOTHO-LLEeNI0YHOro COCTO-
SHUA IMarHOCTUPOBANMUCH 3MEKTPOSIMTHbIE HapyLLUEeHWs,
B CBfI3X C YEM perynsipHo NpoBOAMSIach UHADY3NOHHaS
Tepanua cTepodyHAMHOM, MOHOCTEpPUIOM. AHTUTENa
K TKaHEBOW TpaHCriyTamMuMHa3e oTpuuaTefbHble, YTO
CHUKano BEepPOATHOCTb Lenuakuu. Mapkepbl ayTo-
MMMYHHbIX 3aboneBaHuii oTpuuaTenbHble. B konpo-
rpamMMe obunme HEWTPanbHOro XMpa, KanbnpoTEKTUH
878 MKr/r, naHkpeaTUyecKas a/1acTasa B Karne CHUMeHa
[0 50 MKr/r, anbgha-1-aHTUTPUNCUH MOBbILLIEH.

Mpu ¥Y3M OBl B npocBeTe neTenb TOHKON KULLKM
UOKOCTHOE COLEPKUMOE, CTEHKM KULLKM OTEYHbIE.
[MeTnn TONCTOM KULLKM pacLuMpeHbl, B npoceeTe BonbLuoe
KONIMYEeCTBO COAEPKUMOro ¢ npeobnafaHneM }UOKoCT-
HOro KoMnoHeHTa. CBOBOAHAs XMOKOCTb B HE3HAUN-
TEeJIbHOM KOSIMYEeCTBe MO BUCLEparnibHOMY Kpal MeyeHw.
Y3-npusHaku renatocnneHomeranuu, audcysHoro
NapeHXMMaTo3HOro MpoLecca neyeHu, nepunoprasnb-
Horo dubposa, NepuMBacKynApHOW peakuun B cene-
3eHKe, BTOPUYHbIX M3MEHEHWI MOLKENTyNOYHOW Kenesbl
W KemyHoro nysbips. Mo paHHbiM donbposnactomeTpum
MeyeHu: Npv NMPOBELEHWUN CEpUM U3MEpPEeHUA B NpaBon
posie neuveHn megmaHa 7,9 Klla, nosbiweHa. Konebanus
nokasaTesiell 3M1aCTUYHOCTU B OTAESIbHbIX M3MEePeHUAX
ot 6,4 no 14,2 kMa; IQR 1,9; S. rate 100%. 3aknio-
yeHue: pesynbTaTbl MOryT COOTBETCTBOBATb YMEPEH-
HOMy ombpo3y neuenn (F2 no wkane METAVIR). Mpu
Y3W LUMTOBMEHON enesbl, MOYEK U MOYEBOIO My3bIps
NaToNorMm He BbISIBIIEHO.

Mo paHHbIM 3xoKapavorpaduv Npu NOCTYNMEHUN:
BbIMOT B MOSIOCTV NepuKapha B YMEPEHHOM Kofuue-
cTBe. MonocTu cepaua He pacLUMPEHbI, CTEHKW He yTon-
LUEHbI, MEPErOPOAKM MHTaKTHbI, KfanaHbl U KpynHble
COCYAbl HE M3MeHeHbl, DYHKLMOHaMbHbIe NapameTpsbl

cepaua B HopMe. [laHHbIX 3a BPOMAEHHbIA MOPOK
cepaLa Her.

B cBsisu ¢ cuHopoMoM Manbabcopbumn pebeHok
MPOKOHCYNbTUPOBAH AMETONOrOM, CKOPPEKTUPO-
BaHa OMeTa, peKoMeHpoBaHo foobcnenoBaHue B BUAe
npoeenexus HLA-TunuposaHus Ha DQ2/8, 33odparo-
racTPOAYOLAEHOCKOMUMN M KOMIOHOCKOMNWKM ¢ Buoncuen
“ MopdhonornueckuM uccrepnosanueM (12-nepctHas
KMLLIKa, TOLLIAA KULLKa) B paMKax amdodpepeHumarnbHo-an-
arHOCTMYeCKOro noucka cpenmn 3abonesaHuii, conpo-
BOK[AIOLLMXCA CUHAPOMOM Marnbabcopbumu, B nepsyio
ouyepellb C YYETOM KIIMHUYECKON KapTUHbI KULLEYHON
MMMPaHTMO3KTa3NN U TSKEbIM TEYEHUEM Lennakuu. B
CBSI3M C HU3KMUM YPOBHEM NaHKpPeaTUUYECKON 3nacTasbl
B kane (< 50 MKr/r) HauaTa dhepMeHTO3aMecTUTESNbHAsA
Tepanus NaHKpeaTUHOM.

Mo nmoBOAy WM3MEHEHWUI KOXM BOJNIOCUCTON YacTu
rOJI0BbI B BULE FHeica pebeHOK KOHCYNbTUPOBaH fepMa-
TOMOrOM, JaHbl PEKOMeHAauun: aHTUrMCTaMUHHbIE
npenapaTbl, MECTHas Tepanus KOXM.

B Bumy perpecca HaBblkoB pebeHOK KOHCYNbTUPOBaH
MCUXOHEBPOIIOrOM: BbIsiBIIEHHbIE U3MEHeHUs 06ycnoB-
NEeHbI TEYEHNMEM OCHOBHOr0 3aboneBaHus.

C yueToM pedhpakTepHoro TeueHust 33 ans ucknio-
YEHWs1 HaCNeACTBEHHOM NaTONOrnn pebeHoK KOHCYMbTU-
poBaH reHeTMKOM. PekoMeHpoBaHo goobcnenosaHue ons
UCKITIOYEHNA PedKMX NPUYMH CMHOPOMa Manbabcopbuum.

Mo paHHBbIM AOMOMHUTENbHBIX METOAOB UCCNENOo-
BaHWS:

* MMMyHOPeHoTUN NMMMAOLUTOB KPOBU — MOBbI-
WweHwe abconioTHoro uncna B-numdoounTos;

* anonunpoTeuH B B KpoBK — B HOpME;

* aHTUTena K bokanoBWaHbIM KNETKAM 3HTEPOLIMTOB
— oTpuuUaTesbHble;

* anekTpocdope3 nM3odopM TpaHCKHEPPUHOB
NnasMbl KPOBU — BE3 OTKITOHEHW;

* MOneKynspHo-reHeTnyeckoe obcneposaHne —
MOUCK MyTaumi B reHe MPL — MyTauuin He BbISBMEHO.

Ha doHe neyeHns 0TMEYEHO CHUKEHWE reMOro-
6uHa po 70 r/n, TpoMboumToB — o 4 x 10°/n, rpaHyno-
umnToB g0 1,62 x 107/, B BUOXMMMNYECKOM aHann3e KpoBw
coxpaHsanca neduumnt anbbymuHa no 27 r/n, obuiero
benka go 38 r/n 3a cuet rnobynuHOBOK chpakumum,
B CBA3W C YyeM MHJy3un anbbyMuHa nepeBefeHbl B
NaHOBbIN pexuM BBefeHud. Mo gaHHbIM Koaryno-
rpamMMbl: NPOoTPOMBUHOBLIN nHAeKC 42%, npoTpoMbu-
HoBOe Bpems 23 ¢, MexayHapoaHOe HOpPManu3oBaHHOe
oTHoweHune 1,67, TpombuHoBOE BpeMsa 25 ¢, akTu-
BMPOBaHHOE YacTUYHoe TpoMbonnacTMHOBOE BpeMs
48 c, dmbpuHoreH 0,6 r/n, aHTUTpoMbuH 14%, D-aumep
0,28 Hr/mn.

Mo paHHbIM KT OBI1, coenarHomn fo rocnuMtanusaumm.
neuyeHb yBerMueHa B pasMepax (nonepeuHble pa3Mepsl
89 x 134 MM, BepTUKarbHbIi — 109 MM), KOHTYpbI NeYeHn
POBHble, PEHTTeHOBCKas NIOTHOCTb HE M3MEHEHa; 0TMe-
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YyaeTcs AMCMPOMOPLUMOHANbHOCTb CEFMEHTOB J1EBOM
nonu. B npoekumn cybrancynsapHbix otaenos lll cermeHTa
NEBOV AONW NEYEHW OMNpPefenseTCcs rMnepBacKynsApHbIN
ouar guametpom o 6 MM. CeneseHka pacnonoxeHa
06bIyHO, chopMa, pa3Mepbl U NAOTHOCTb HE U3MEHEHDI.
CTeHKM k1weyHnka 6e3 BUAKMBIX YHaCTKOB JIOKANbHOMO
yTonLieHuns. MeseHTepuanbHble NMMdiaTUyeckre yanbl
MHOKECTBEHHblE, C TEHOEHLMEN K CIIMSHUIO, ANAMETPOM
no 12 mM. MNapaaopTanbHble nMMdaTUYeckne ysnbl He
yBenuyeHbl. B bpiolwHoi nonoctn n ManoMm Tasy onpe-
AenAeTca XMAKOCTb. Ha nccrnenoBaHHbIX YPOBHAX B
0benx nneBpanbHbIX NOMOCTAX ONPEAENseTCs KUOKOCTb
po 10 MM TonwmHoM. B npoekumn nepukappna }uaKocTb
Ha YpOBHe BEpPXYLUKM cepiua TonwwmHon go 10 Mmm.
Msrkve TKaHW UCCefoBaHHbIX YPOBHEW C SIBIIEHUAMU
oTeuHocTun. 3aknioveHue: KT-kapTuHa renatomeranum
C €0MHWUYHBIM FMMEPBACKYMSPHBIM 04aroM feBoW [0MK
neyeHn (wWyHT? remanrnoma?), KT-npusHaku aboomu-
HanbHOM NMUMdpbageHonaTUm, aHacapku.

B amHamuke Ha cepum KT opraHoB rpyaHoi nonocTy
0YaroBbIX U UHPUILTPATUBHbLIX U3MEHEHWUI He BbIB-
neHo. HeBMaTM3aLUmMsa JoMen U CErMEHTOB HECKOJbKO
HEepaBHOMEPHas 3a CYET YYaCTKOB YCUIIEHWS MHTEPCTU-
LManbHOro Nero4YHOro pUcyHka B 3apgHuX BasanbHbix
oToenax Nerkux v B napamMenuacTuHasbHbIX OTAenax
BEPXHeN ponu npasoro nerkoro. Ha cepuu KT OBl
MO CPaBHEHUIO CO CHWMKaMM, MpeAcTaBfIEHHbIMU U3
APYroro yyYpexpeHus, nevyeHb yBenuyeHa B pasmepe ¢
OMPPY3HBIM CHUKEHUMEM PEHTFEHOBCKOW MIOTHOCTH
po 10-15 HU. OTMevaeTcsl yMeHbLLEHWE KONMYEeCTBa
KMAKOCTW B OPIOLIHOW MOMOCTU U OTEYHOCTU MSTKUX
TKaHEeW UCCNeaoBaHHbIX YPOBHeH. Me3eHTepuanbHble
nuMmdaTuyeckne yanbl ¢ HEBOMbLUIMM YMEHbLUEHUEM
pasMepoB ¢ 12 1o 8 MM. 3aksiioyeHne: oCTpble 0YaroBble
¥ MHPUNBbTPATUBHbLIE U3MEHEHUS B JIETKUX HE BbIsiB-
neHbl. HeBblpaxeHHbIe MHTEePCTULMArbHbIE U3MEHEHUS
oboux nerkux (3actoiHoro? oTeuHoro? xapakrtepa),
Bonee BepoATHO, CBA3aHHbIE C OCHOBHbIM 3aboseBa-
HueM. KT-KkapTuHa renatoMeranuu ¢ NosiBNEHWEM Bblpa-
EHHOr0 AN PY3HOr0 CHUNKEHWUA MAOTHOCTU NEYEHM.
AbnoMuHanbHasa numdpaneHonaTust M OTEYHbIA CUHOPOM
C MOMOXMTENBbHON OMHAMNKOW.

B uensx ucknioyeHns nopaskeHns KOCTHOM TKaHu
NnpoBefeHa peHTreHorpadma yepena, B pesynbraTte
KOTOPON KOCTHO-AECTPYKTUBHbIX U3MEHEHWI He BbIsB-
neHo.

Mpn Y3W cepoua B nMHaMWKe B NpaBoOM npepn-
cepammn BusyanuamposaH Tpomb (16 x 12 x 11 MM u
14 x 8 x 6,5 MM) Ha hOHe MOCTAHOBKMU LieHTPanbHOro
KaTeTepa, YMEPEHHOE HapacTaHue BbINOTa B MOMOCTU
nepukapga 6e3 npusHakoB TamMnoHapbl. PyHKUMO-
HanbHble NapameTpbl Cepala B HOpMe.

B cBA3n ¢ 33 ¢ reMoKoONUTOM, HEKOPPUTUPYEMON
TMMOMPOTEMHEMMEN, HAPYLLEHWEM KULLEYHOIO BCaChI-
BaHWA C NOAMAEMUUUTHBEIM CUHLPOMOM (aHeMus,
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rMnokanbUMeMus), NopaskeHMeM neyeHn HeBUPYCHOM
3TUONOrMK, BblpaxeHHbIM fedpmumTomM dusmonormye-
CKUX aHTMKoarynsaHTos (aHTuTpomBuH Ill, npoteunH C),
OCJIO}KHEHHbIM TPOMBO30OM B MOMOCTb MPaBOro Mpea-
CepaumMs, a TakKe B CBA3W C pa3suTuem remodaro-
UMTapHoOro cuHgpoMa (UMTONEHUs C HapacTaHueMm
ypoBHS cbeppuTuHa 1o 1333 Hr/Mn, TpUrMULEPUEOB [0
4 MMonb/n) NauMeHTKa B TeueHre 2 Hef HaXO@MMach B
OTLENeHUN peaHWMaLlMn U MHTEHCUBHON Tepanuu, rae
npoBoAMnack NOCMHAPOMHasa Tepanus. 3a Bpems npebbi-
BaHWS B OTAENIEHUM C YUYETOM CMHAPOMa Manbabcopbuum,
KOoarynsuMOHHbIX HapyLLUEHW n TpoMba B NpaBoM Mpea-
CEepavu NMPOBOAMIOCH UCKITIOYEHWE HAPYLLEHWS FIMKO3M-
nvpoBaHus, TMn 1b, B CBA3M C YeM MPUMEHAIUCH NMOMTHOE
napeHTepanbHoe nuTaHuWe u NpPobHbIA 3HTepanbHbIN
npueM MaHHo3bl — 6e3 ocoboro adbdhekTa. Ha choHe
nevyeHusa cocTosiHWe cTabwunusmupoBanoch, pebeHok
nepeBefeH B raCTPO3HTEPOSIOrMYECKoe OTAENEHWE AA
panbHewwero obcrnepoBaHus.

B uensx auddbepeHumanbHOM AMArHOCTUKM C OHKO-
reMaTosfIorMyecKon natonornen pebeHky BbIMOSTHEHA
MYHKUMA KOCTHOro Mosra. Mo pesynbTataMm ructonoru-
YEeCKOro MCCefoBaHNsa TKaHb KOCTHOrO MO3ra npea-
CTaBJfieHa KIIeTKaMu BCEX POCTKOB KPOBETBOPEHMS.
MuenounaHbIi POCTOK C BblpaxeHHoW basodunbHoM
OKpaCKOoW LMTONIa3Mbl MOMOLbIX KIETOK MUEOMEHOM0
psna. B apuTpouMpHOM pagy BCTpeYaloTCA CKOMMeHUs
HOpPMOBIacToB, OTMEYAIOTCH NPU3HAKM AU33PUTPONO33a.
MerakapuounToB MHOrO, pa3HbIX CTagui CO3peBaHus,
Cpeay HMX BCTPEYalTCA MUKPOMErakapuoLmMTbl U Mera-
kapuobnacTsbl. [nasmMaTnyeckne KNeTkn NpUcyTCTBYIOT.

Mo cornacoBaHWio C remMaTosfioroM u TpaHcdy3no-
NOroM A1 NOArOTOBKM K 3HOOCKOMWYECKOMY MOAHap-
KO3HOMY WMCCREAoBaHWI0 PeKOMEHAOoBaHa KoppeKuus
koarynonaTtuuu B Buge gechmumta oubpuHoreHa nytem
BBEOAEHMS KpuornpeuunuTaTa. YunTbiBas HapacTaHue
TPOMOOLMTONEHUN, IPUTPOMNEHUN U aHEMWM B paMKax
XPpOHMYecKoro 3aboneBaHnsi HEOQHOKPATHO MPOBOLAMN-
nacb 3aMecTuTenbHas reMoTpaHcdy3noHHas Tepanus
3pPUTPOLMTHON B3BECHIO, TPDOMBOKOHLEHTPATOM, CBEXE-
3aMOPOMEHHOM Nna3Moin. B opMHaMmnueckoM KoHTpone
nabopaTopHbIX NoKa3aTenen y pebeHka Ha doHe Heofn-
HOKpaTHbIX reMoTpaHcdyauin. remornobuH 68 r/n,
apuTpounTsl 2,64 x 10%%/n, rematokput 21,8%, neiko-
umthl 18,59 x 10°/n, HeiTpodounbl 7,09 x 10°/n, Tpom-
BoumnTbl 26 x 10°/n, CKOPOCTb OCEAaHWs IPUTPOLIMTOB
5 MM/u. MpokanbunToHnH 0,723 Hr/mn. C-peakT1BHbIN
6enok 4,1 mr/n.

YuuTbIBas KIIMHUYECKME NpU3Hakn Manbabcopbuumm,
ypoBeHb eKaNbHOro KanbnpoTekTuHa (878 MKr/r)
B LleNsiX UCKITI0YeHWs BoCnanuTesbHbix 3abonesBaHui
KMLLIEYHMKA U ayTOMMMYHHOW 9HTeponaTuu npose-
OeHbl 930PparoracTpoayoAeHOCKOMNA N KOMTOHOCKOMUS
¢ Buoncuei nop obLMM aHECTE3MONOrMYeckMM noco-
BueM. 3aknioueHne 3HLOCKOMNMYECKOrO UCCIEfoBaHUA:
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OYOLEHUT, EIOHWT C NPU3HaKaMu aTpochum BOPCUHYATOrO
cnos. PacnpocTpaHeHHbIn racTput. JHLOCKONUYecKue
MPW3HaKWM pacnpoCTPaHeHHOro Komuta. CurmMmomaur.
[pokTuT.

Mo paHHbIM MOPCONOrMUYECKOro MCCrefoBaHus
B CIM3NCTON 0DOMOYKE TOMCTOM KWLUKKU BbISBIEHO
dokanbHoe aKTMBHOE BocMasneHve, Be3 nMpusHaKos,
MOLTBEPMKOAIOLLMX BOCMANUTENbHbIe 3aboneBaHus KuLley-
HWKa; cpparMeHT CnM3ncTon 0BOMOUKM TOHKON KULLKN — B
COBCTBEHHOM NNACTUHKE CRM3NCTON 060S1I04YKN MHOrOUMC-
NeHHble Makpodharu ¢ 303MHochmnamu, YTo Npegnonarano
Hanuuve nnbo uHdekumK, B ToM uncne bonesnn Yunnna,
mmbo ructuoumTosa. lNposepeHa LUWK-peakuus, wnu
peakuus LLinchdoa, nnu PAS-peakums, B BoKanoBuaHbIX
KIeTKax 1 LLETOYHON KalMe, LmMTonasMa Makpodaros ¢
oTpuLaTenbHON peakuven, 6o1esHb Yunnna UcknioyeHa,
LLIMK-no3nTunBHbIE rpaHyrbl B CErMEHTOSREPHBIX KIeTKax,
Hanuune nosuTueHoW LLIMK-peakumm B LLETOUHON Kaiime
Ha MOBEPXHOCTU 3HTEPOLIMTOB UCKITIOYaso 6onesHb BKIO-
UeHHbIX BOPCUH (prcyHok 3).

YunTbiBas reMopparmyeckue 3f1eMeHTbl B 3ayLLHOM
obnactu Ha dhoHe NOABLEMOB TeMMepaTypbl Tena, B AMHa-
MUKe MaumMeHTKa NOBTOPHO OCMOTPEHa AepMaTosoromM,
npoBefeHa byMoncua Kosxu ¢ NocrneaylowmM cneundu-
YECKMM OKpalUMBaHUEM: UMMYHOrMCTOXMMUYECKAS
peakums ¢ aHTuTenamm k CD1la — no3nTMBHaAA peakums
B 3MMAEPMUCE M eAMHWNYHBIX KIleTKax B fepme, nosy-
YEHHble laHHble He MO3BOMANN UCKIIOUUTb NMOPaNKeHUs,
XapaKTepHble AN rucTvounTosa (pucyHok 4).

Ha oCHOBaHWM MOMyYEeHHbIX JaHHbIX MPOBEAEHO
MOBTOpPHOE MOPIOSIOrMYEeCKOe UCCMefoBaHNe TKaHu
TOHKOM KULLKM C MCMOSb30BAHNEM UMMYHOMMCTOXMMUYE-

PucyHok 3
Muvkponpenapat CIM3MCTON 0BOMOYKM TOHKOW KULLIKK

CKUX peakumi ¢ aHtutenamm kK CD1a 1 S100, BoisiBneHa
MO3UTUBHAasA PeakumMsa B MUMCTUOLMTaX, KOTOpble pacnoso-
)KeHbl B COBCTBEHHON MNacTUHKe 060N0OYKM U aNUTENUK
KULLEYHWKa (prcyHOoK 5).

Takum obpasom, npu noctynneHun y pebeHka
UMeNn MeCTO KIMHUYECKME MPOABIEHNs TAxenon 33 B
BWOE YaCTOro BOASHMCTOrO CTyfa C MPUMECHIO CIn3H,
3EMEHN, C HEMPUATHBIM 3aMaxoM, runoansbymMuHemMuu,
3MEKTPOSIUTHBIX HapyLleHui, aedmumTa Macchl Tena,
MUKPO3/1EMEHTOB, HAPYLLEHUA KOarynaumMoHHOro remMo-
CTasa, aHeMUW, OCIOXKHEHHbIMW 3NW30A4aMW BTOPUY-
HOro remMacbaroumMTapHOro CUHAPOMa C LUTOMEHUen,
HapacTaHWeM KoarymnsuMOHHbIX HapyLleHui, Bocna-
NUTENbHbIX MapKepoB (heppuTUH, TPUrIULEPUAbI,
D-numep). MpoBoaunach KoMMekcHas NOCUHAPOMHAs
Tepanus B BULE Ha3HAYEHUA NapeHTepanbHOro MUTaHns
C KOpPEeKLUMenh 3MEKTPONUTHBIX HapyLUeHu, nedmumTa
BMTaMWHOB U OrPaHUYEHUEM IHTEpasibHOW Harpysku,
npoBHoro HasHauyeHns MaHHO3bl Mo 1-2 I 5 pas B AeHb,
reMocTaTUUeCKOM, NpoTMBOBOCMaNUTENbHOM (npena-
paTbl 5-ACK), aHTMbaKTepuanbHoi Tepanuu ¢ yuyeToM
MUKPOBMONOrMyecknx NOCEBOB, HECTEPOUAHbBIX NPOTU-
BOBOCManMUTENbHbIX CPEACTB NPU MMNepTEPMUU, FracTpo-
W renaTonpoTeKTMBHOM Tepanuu, Koppekuun benkosom
HegocTaTtouHocTu (MHMpy3ua anbbyMuHa), TAmernoi
unToneHnn (reMoTpaHcdy3us 3pUTPOLIMTAPHO B3BECU U
TPOMBOKOHLIEHTPATA), UMMYHHbBIX HapyLLeHui (BBeaeHe
YesloBeYEeCKOro MMMYHOrMoBynMHa), KoarynsauMoHHbIX
HapyLeHUn: nepennBaHWeE CBEXE3aMOPOXKEHHOM
nnasmbl, BBEAeHWe aHTUTpoMbuHa lll, renapuHoTepanws,
Tepanus BapapuHOM U CUHTETUYECKUM CeSIeKTUBHbBIM
MHIMBMTOPOM aKTUBMPOBAHHOIO doakTopa X.

A — doparMeHT Cnmn3ncTon 060MOYKM TOHKOW KULLKU: B COBCTBEHHOM NACTUHKE CIM3NCTOM 0B0S10UKM MHOMOUMCIIEHHbIE MaKpO-
dharu ¢ 303mHomNamMu, YTo Npeanonarano Hanuume nnbo MHdekumK, B ToM yncne bonesHn Yunnna, nubo ructmoumntosa; b —
LLIMK-peakumns B 6oKanoBnOHbIX KINeTKax U LLETOYHOW KaiMe, LMTona3Ma Makpodaros ¢ oTpuUaTesibHoOM peakumen, bonesHb
Yunnna vcknioyeHa: LLIMK-no3uTueHble rpaHynbl B CErMEHTOSAEPHbIX KNETKax, Hanuume no3utueHown LLIMK-peakumm B LeTouHoM
KaliMe Ha NOBEePXHOCTN 3HTEPOLMTOB UCKI0YaeT BonesHb BKMIOYEHHbIX BOPCUH

Figure 3
A slide of the small intestine mucosa

A — a fragment of the small intestine mucosa: there are numerous macrophages and eosinophils in the lamina propria, which suggests either
an infection, including Whipple's disease, or histiocytosis; b —a PAS reaction in the goblet cells and brush border, a negative reaction in the
cytoplasm of the macrophages, Whipple's disease is excluded: PAS-positive granules in the segmented cells; a positive PAS reaction in the
brush border on the surface of the enterocytes excludes microvillus inclusion disease
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3a nepuop npebbiBaHWA B OTAENeHUW pebeHky
WCKIMIOYEHBI MPUYMHBI TSAXKENOM IHTEPONATUM: LieSIMaKuS,
ayTOMMMYHHas 3HTeponaTtus, nepBuYHas nuMdaH-
rMaIKTa3us, NepBuYHas NaHKkpeaTMyeckas HepocTa-
TOYHOCTb, abeTanunonpoTeMHeMusi, HapyLleHue
rMVKO3MNMPOBaHNA, BOCManuTenbHole 3aboneeaHns
KULEeYHWKa, bonesHb Yunnna, 60ne3Hb BKIOYEHHbIX
BOPCWH, MuenonponudepaTuBHas NaTonorunsa, aHpo-
KPWHHas naTonorus.

MpuvHMMas BO BHMMaHWe Bo3pacT Hadyana 3abone-
BaHWsi, NepUOAMYECKOE MOBbILLEHWE TeMmnepaTypbl Tena
00 dhebpunbHbIX LMpP, renaTocnneHoMeranuio, LMTo-
neHuio ¢ pasBuTMEM remodlarouMTapHoOro CUMHAPOMA,
nposiBieHns 33 B OTCYTCTBUM KNACCUYECKUX CUMMNTOMOB

PucyHok 4
KoxHble nameHenus npu [KJ1

B BME NMOPasKeHNs KOCTeN 1 nerkvx y pebeHka, pesynb-
TaTbl MOPONOrnMYecKoro nccnefosaHns buontatos
KO M TOHKOIO KULLEYHMKA Nocsie MMMYHOrMCTOXUMU-
4ECKOMN peakuumn 1 nepecMoTpa broncuitHoro Matepmana
8 HMUL OrOWN wm. Omutpus PoraueBa ycTaHOBIeEH
OKOHYaTenbHbIN anarHos: MKI1.

[nsa okasaHus cneumanvua3vpoBaHHON NOMOLLM Naum-
eHTKa nepesefeHa 8 HMWL, OFOW um. Omutpusa Pora-
yeBa. CocTosiHMe Mpu nepeBoje TAXes0e B CBA3N C
TeYeHMeM OCHOBHOr0 3abonieBaHus, C MOMOXUTESIbHON
LVHaMUKOW B BULIE perpecca OTEKOB, NOBbILLEHWS hu3n-
YECKOMN aKTUBHOCTU, YPENKEHWUS YACTOThl M YIyyLLEeHUS
KOHCUCTEHLMM CTyNa, YNy4LleHns HacTPoeHWs Ha choHe
nocuHapoMHoi Tepanuu. Macca Tena 10 280 r. KoxHble

A — reMopparvyeckue anemMeHThbl B 3ayLUHOM obnacTtv; b — MykponpenapaT Kosu: UMMYHOTMCTOXMMUYECKAs peakumus C aHTuTena-
Mu K CD1a, no3nTVBHAA peakumsi B aNUAepMUCe U eOMHUYHBIX KIIeTKax B AepMe

Figure 4

The skin changes in Langerhans cell histiocytosis (LCH)
A —hemorrhagic areas in the postauricular area; b — a slide of the skin: immunohistochemical reaction with antibodies to CD1a, a positive re-
action in the epidermis and in single cells in the dermis

PucyHok 5
MwuKponpenapaT CTEHKM TOHKOW KULLIKM

A — UIMMYHOrUCTOXMMUYECKaA peakums ¢ aHTuTenammn k CD1o, No3nTVUBHaA peakumns B FUCTAOLMTAX, KOTOPbIe PaCMOSIOKEHb! B
COBCTBEHHO NNACTMHKE 060M0UKN 1 IMUTENNN KULLIEYHMKA; b — IMMYHOrMCTOXMMMYECKan peakums ¢ aHTuTenamn k S100, nosu-
TWBHaA PeaKLUms B FUCTUOLMTAX, KOTOPbIE PACMosIoKeHbl B COBCTBEHHOW NNACcTUHKE 060M0UKM 1 3MUTENIMM KULLIEYHWKa

Figure 5
A slide of the small intestine wall

A —immunohistochemical reaction with antibodies to CD1a, a positive reaction in the histiocytes, which are located in the lamina propria and
intestinal epithelium; b — immunohistochemical reaction with antibodies to S100, a positive reaction in the histiocytes, which are located in

the lamina propria and intestinal epithelium
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KIIWHUYECKWUE HABNNIOAEHUA

MOKPOBbl BriedHble, YMEPEHHO BRasKHble, YMCTbIE.
TeMmnepaTypa B npefenax HOpMalbHbIX 3HaYEeHWW.
OuaroBoM U MEHWHreanbHOW CUMMTOMATUKM HAa MOMEHT
ocMoTpa HeT. CaMocToATenbHOE AblXaHWe afilekBaTHoe,
BbIC/TYLUMBAETCA MO BCEM JIErOYHbIM MOSIAM, AbIXaHWUE
aTMoccepHbiM Bo3ayxoM, Sp0, 98-99%, uactoTa
ObIXaTenbHbIX OBUMKEHW 22—-26/MuH. ToHbl cepaua
MPUrAyLLEHbl, PUTMUYHbBIE, LLYMbI HE BbICIYLUMBAIOTCS,
yacToTa CepheYHblX cokpalleHuit 147-142 yn/muH,
apTepuanbHoe paeneHne 81-95/54-61 MM pT. CT.
YKMBOT yMepeHHo B3[oyT, HepocTyneH rnybokon nanb-
nauuu, neyeHb + 5 cM, ceneseHka + 3—4 cm. [luypes
afeKBaTHbIN, MoYa cBeTnas. Koxa B 06nacTu yCTaHOBKM
LieHTpanbHoOro BEHO3HOro KateTepa be3 ocobeHHocTeN,
NPW3HaKOB BoCManeHus HeT. [0 4aHHbIM KUCMOTHO-LLe-
noyvHoro coctoanus: pH 7,428, kanuit 3,4 MMonb/n,
HaTpui 136 mmonb/n, BE 2,7 MMonb/n. Mo gaHHbIM
obulero aHanuaa Kposu: remMornobuH 82 r/n, apuTpo-
umntbl 3,14 x 10%%/n, neitkoumntbl 4,85 x 10°/n HeitTpo-
counbl 0,79 x 10°/n1, TpoMBoumTsl 101 x 10%/n.

Ha ocHoBaHuu npoBefeHHOro poobcrnepoBaHus
BbiCTaBneH anarHos: KIT ¢ MynbTUCUCTEMHBIM Nopaxe-
HUEM KOMXMW, KULLEYHWKA, HUKHNUX KOCTEN KOHEYHOCTEN,
opraHoB pucka (neyeHb, cefeseHka, KOCTHbIM MO3r),
BRAF-N0O3UTUBHBIN.

B cootBeTcTBuM ¢ npoTokosniom LCH-BRAF nHuumu-
poBaHbl Kypc BeMypadheHnba n 3 brioka xuMmoTepanum
untosap + knagpubuH, NpoTMBOBMPYCHas, aHTMbBak-
TepuanbHas, npotusorpubkosas, conpoBoanTenbHas
Tepanwvsi, NPodUIaKTMKa MHEBMOLMCTHOW MHEBMOHUH,
reMoTpaHcdy3mu.

Ha doHe Tepanum oTMeuanacb 3HauuTemnbHas
MONOMKUTENbHASA AMHAMUKA, KITUHWYECKUE MPU3HaKK
3HTeponaTuM HUMBENWPOBanNW, anmneTuT HOpPManu3o-
Bancs, pebeHok ctan 6onee aKTUBHbIM, BO30OHOBU-
FMCb MONbITKN 0ByYeHnsa HaBbiKy X0AbbbI, COKpPaTUIMCh
pa3Mepbl MeYEHN U cenie3eHKU. 10 JaHHbIM KIMHUYe-
CKOr0 aHanun3a KpoBM KynMpoBaHbl aHeMUs 1 TpomMboum-
TOMEHWS, NO JaHHbIM BMOXMMUYECKOrO aHann3a KpoBu
BOCCTaHOBUMUCH MOKa3aTeNn KOHUeHTpauumn obLiero
Benka n anbbymmHa [0 HOpMasbHbIX 3HAYEHWUI, B CBA3K
C YEM OTEKM MOSTHOCTHIO PerpeccupoBany.

Mpu ouHamnyeckoM HabriopeHun B TeueHne 3 neT
Ha hoHe MpoBefeHHON Tepanuu oTMevaeTcsa bnaro-
NPUATHBLIN UCXofd MynbTUcucTeMHoW chopmbl ['KI1 B Buae
CTOMKON peMuccun 3abonesaHns, BOCCTAHOBNEHUS BCEX
dyHKLMI OpraHM3Ma 1 KauecTBa un3Hu pebeHka.

OBCYXXIEHUE PE3YJIbTATOB UCCITELOBAHUA

Onucanune nopaskenus XKT y peten ¢ KJT npen-
CTaBMEHO B nuTEpaType, HaunHasa ¢ 1973 r., u k HacTos-
LLeMy BpeMeHu HacuuTbiBaeT bonee 40 cryyaes, cpenu
KOTOPbIX MO MOSIOBOMY COCTaBY, Kak W B HAaLLEM Cryyae,
npeobnanaloT Aesoukm [22].

Mo pasfMyHbIM AaHHbIM, YacTOTa BOBMEYEHUS
OPraHoB raCTPOMHTECTUHANIbHOW CUCTEeMbl ABMS-
eTcs LOCTaTOYHO peakon u BapbupyeT oT 1 oo 5% c
HanbBonbLuen BcTpeuaeMocTbio (00 75%) y naumeHTos
B BO3pacTe MeHee 1 roga u, No AaHHbLIM PETPOCMEK-
TUBHOIO MCCreaoBaHna Yoon 1 COoaBT., aCCOLMUPOBaH
C 4-KpaTHbIM YBENIMYEHWEM PUCKa BOBMEYEHWS Opra-
HOB-MWLLEHEW, YTO KOPpPEenupyeT C BO3pacTaloLlen
cMepTHocTbio [27]. Mo gaHHbIM ny6nvkaumm 2010 r., fo
53% nauuerToB ¢ BoBneyeHneM XKT npu K1 nornbaiot
B TeyeHne 18 MeCc OT MOMEHTa NOCTaHOBKM AMArHo3a,
UTO XapaKTepu3ayeT HebraronpuaTHbINA NporHo3 [21].

CumnToMmbl nopaxenus KT npu TKI1 Hecneuwn-
dhruHbl, BapuabenbHbl 1 BKoYaloT B cebs peoTy, abpo-
MUHanbHylo bonb, auapeto, Manbabcopbumio, FreMoOKoNKT,
NPOTEMHTEPAIOLLYIO 3HTEponaTuio, 3anopbl 1 faske
KuLeyHyio nepdopaumio [18-22].

330 xapaKTepu3yeTcs TruUNonpoTeMHEMUEN,
CBSI3aHHOW C NOBbILLEHHON NoTepen benka uepes XKKT,
OHa MOKeT BbITb Bbi3BaHa LUMPOKMM CMEKTPOM 3abone-
BaHWI, cpeau KOTOPbIX BbILENSIOT 2 OCHOBHbIE IPyNMbl
MPUYMH, CBA3aHHbIEe ¢ nNuUMdaTUyeckon obBCTpyKLUmen
¥ BOCMasni€HNeM CnmM3ncTon 0B0I0UKM racTPOMHTECTU-
HanbHoOW cucTeMbl. AndbdepeHumnansbHas guarHocTmka
npuunH noTepu benka npencTaBnsaeT onpepesieHHbIe
CMOMKHOCTW ANSA KIMHMUMCTA. Y AeTei paHHero Bo3pacTa
cpenu aTuonormyeckmx dpaktopos 33 Hanbonee yacto
UCKIIOYAIOTCA MULLEBas anfeprus, B Nepsyio ovepeb
K Benkam KOpoBbEro MofoKa, OCTpble racTpo3HTe-
pUTbI, LEMNaKKMsi, CUHOPOM Pa3fpaskeHHOr0 KULLEYHMKaA,
BOCManuTenbHble 3ab0/1eBaHUS KULLEYHUKA, ayTOMM-
MYHHas 3HTeponaTus, UMMyHoLePULNTHbIE CUHAPOMBI
W HacnencTBeHHas natonorus. InarHocTMKa NULLEeBOM
annepruv He conpsieHa ¢ npoeefeHnemM buoncuu u
MPY Ha3Ha4YeHU AMETbI MPOUCXOAMUT MOSHOE KyMupo-
BaHWe CMMNTOMOB. Hanuune pedpakTepHON KuULLeYHOM
CMMMTOMATUKK, K COXaNeHuo, He npefycMaTpuBaeT
B DOMbLUMHCTBE CllyyaeB BKIIOYEHWE B LMArHOCTU-
yeckun anroput™ KJT Kak npuunHbl 33, 4TO MOXeT
BbiTb CBA3AHO C HEAOCTATOYHOW OCBEAOMIIEHHOCTbIO
cneumanvcToB U penkocTbio BoBreuvenus KT, OpgHako
NpOTenHTEepAOLWas 3HTeponaTus Mpu Mopa)XeHuu
racTPOMHTECTUHANbHOW cuCTeMbl y nauneHToB ¢ [KJl
BCTpeyaeTca ¢ yacToTon oo 77% v npeponpepenset
HebnaronpuaTHbIN ucxon [1, 4-6].

3HA0CKONMYECKoe UCCNefoBaHne ¢ NpPoBeAeHeM
Buoncum ns pasnuunbix otoenos XKT ABnsAeTcsa kpaviHe
Ba)XHbIM AN IMArHOCTUKM U obecneumBaeT BbICOKYIO
yacToTy obHapysKeHWs rMcTUoUMTOB. 10 JaHHBIM UTe-
paTypbl, 3HAOCKOMNMYeCKMe namMeHeHns npu KJ1 Bapbu-
pYIOT OT HOPMasnbHOW CAM3UCTOMN, Hecneundmyeckomn
3pUTEMbI A0 Y3EMKOBbIX NMOPAMXEHWIA, NOBEPXHOCTHbLIX
3p0O3UA M reMopparnyeckux A3BEHHbIX OeeKToB.
Hanbonee yacTto BoBnekaemblie otaensl KT BrnovaioT
12-nepcTHyIO 1 TONCTYIO KULLKRY [20-22].
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Hamun npepctaBneH penkuin KIMHWYECKUIA cryyan
pebiota MKJT ¢ npoTenHTepsOLEN 3HTeponaTuen ¢
OMUCaHWEM COBPEMEHHbBIX CTaHAAPTOB AMArHOCTUKMU U
OKa3aHMA MEeANLIMHCKOM MOMOLLM AETAM C TaKON CUMMTO-
MaTUKOMN.

Hawwa naumeHTKa cxoaHO Beflacb C TakMK AMarHo-
3aMW, Kak anfiepruyeckuii KomuT, Lenuakus, Bocna-
nuTenbHoe 3aboneBaHue KulweyHuka. Peberky Bbinu
WHULMMPOBaHbI AMETOTepanus, Ha3HauyeHWe NpefHu-
30n0Ha — 6e3 adpdpekTa. CnegyeTr oTMETUTL, UTO L0
Ha3HaYeHUs1 IMMYHOCYNPECCUBHON Tepanuu nNpu Head-
hEeKTUBHOCTM OMETOTEPANUM KpaliHe BaXXHO NpPOBeLeHue
3HOCKOMWYECKOr0 UCCIeA0BaHUS AN UCKITIOYEHUS,
B YacTHOCTK, BoBneyverns KT npu [KI1.

KnuHuueckune nposisrnenus KT MHoroobpasHsl, 4to
C y4yeTOM pacnpocTpaHeHHocTH 3abonesaHns Bbi3bl-
BaeT TPYAHOCTU [MArHOCTUKM COCTOSIHWUSA M B HaLleMm
cnyvyae TpeboBano KoMmmnnekcHoro nabopaTopHOro
(KoTopoe BLIABUMO NPU3HAKKM LIUTOMEHUM, TMMNONPOTEN-
HEMWW, 3MEKTPONUTHBIX HapyLIEHUI , reModparoumTosa)
W MHCTpyMeHTanbHoro (Y3W, KT OBl v opraHos rpyaHoit
KNEeTKWU, 3HAOCKOMMYECKME MeTOofbl, MYHKLMUSA KOCT-
HOro MO3ra, peHTreHorpadus KocTeit) obcrnenoBaHms.
HecneumndunyHocTs cMMNTOMOB Npeponpenenuia npoee-
LeHWe JONOJSHUTENbHbIX 0BCrenoBaHW A8 UCKITIOYEHUs
PeOKWX, B TOM YuClle HAC/IeACTBEHHbIX, MPUYUH 3HTE-
ponaTuu B BUOE WUCKITIOYEHNA abeTanMnonpoTeEMHEMUM,
HapyLLEHUA rMKO3UnIMpoBaHus, Tun 1b.

C 1977 r. onpeneneHve KoHUeHTpauum anbda-1-aH-
TUTPWUNCUHA B Karne ABMAETCH HAQEXHbIM M NPOCTbIM
cnocoboM maeHTudmkaumum notepun benka yepes KKT.
Y HalweW nauuMeHTKU MoBbILLEHWE Mapkepa B Kase
MO3BOSIMSIO NOLTBEPAUTb, UTO NMOPasKeHNe racTpouHTe-
CTUHaNbHON CUCTEMbI ABAETCA NPUUNHON runonpoTe-
nHemun [1-3].

Mo maHHbIM nMMTepaTypbl, 3a nepuop ¢ 1973 no
2019 r. onucaHbl 22 nauueHTa (M3 HUX 13 peBouek) ¢
nebiotom MKJT B BUoE NpoTenHTEPsIOLLEeN 3HTeponaTuu.
OvarHocTuka Bbina nposepfeHa, HaunHas C nNepuoaa
HOBOPOXLEHHOCTM 00 Bo3pacTa 24 mecsues. KnuHuue-
CKas CMMNTOMaTUKa B DOMbLUMHCTBE C/y4YaeB, Kak 1 'y
Hallel naumneHTKW, conpoBokpanack cebopeenonobHon
¥ FeMOpparMyeckoi ChbiMblo, AUapeen C FrEMOKONIUTOM,
OTeKaMu, 3a[lePXKON pPasBUTKS, 3NM304aMK NIUXOPALKY.
Mpu ouHaMuueckoM HabniofeHun B TeyeHne 2 neT C
MOMEHTa MOCTAHOBKM [MarHo3a neTanbHblii UCXOA Bbin
y 50% naumeHToB. Y 12 BonbHbIX, KaK 1 B Criyyae HaLlewn
MauUMEHTKM, C YYETOM MYSIbTUCUCTEMHOIO MOPaNKEHNA
yaanocb fobuTbcA ANWUTENbHOW peMuccum Ha dhoHe
Tepanuu, NpenMyLLLEeCTBEHHO NPEeACTaBEHHON coveTa-
HUeM BUHBNacTWHa 1 cTepomaos [22].

Boeneuenue KT y pnetein panHero sospacta B 86%
Cry4yaeB COYETAETCH C MOPaXEHNEM KOW. [10 AaHHbIM
PeTPOCMNEKTUBHOIO KOropTHOro uccnegosaHus F.L. Ren
M coaBT., Npu oueHKe TedyeHus [KITy 43 petelt oTMe-
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Yanucb pasfiMyHble KOXHbIe MPOSIBIIEHUS, BKITIOYAlOLLME
nanynbl U y3enKu, FMNOMUIMEHTHbIE MATHA, NeTexuu,
3puUTEMbBI 1 NanynoBe3uKynbl. 3ayLlHas remMopparvye-
CKas CbiNb, KaK B Crlyyae C Hallew naumeHTKown, bbina
BbISiIBNIEHa ToMbKo B 1 criyuae [28].

OvarHos 'KJl yctaHaBnuMBaeTca Ha OCHOBaHWMK
KIMHUYECKON KapTUHbI, NabopaTopHbIX U3MEHEHNUI U
FMCTONOrMYECKOro NccrnefoBaHns B1oncum NopakeHHom
TKaHW. Hanbonee TOYHbIM MCCrefoOBaHWEM cuuTa-
eTCH MO3UTUBHAsA MMMYHOTUCTOXMMUYECKAsA peakLms C
aHtuTenamn CD1a, S100 u/unmn CD207 B nopaskeHHbIX
kneTkax [10, 16]. OcHoOBHYIO pPOnb B AMArHOCTMKE 3ab0-
feBaHMUA 1 MOCTAHOBKE OKOHYAaTENbHOro AMarHosa y
pebeHka B HaLLEM Cfyyae Cbirpano NPoBefeHne rmcTo-
NOrMYyecKoro nccnenoBaHnsa BuonTata KOKU U TOHKOWM
KWLLIKK, B pe3ynbTaTe KOTOPOro Bblin UCKITIOUYEHb! Takune
MaTonorun, Kak Lenvakvs, nepsBuyHas nuMAaHrnak-
Tasus, BoCnanuTenbHble U MHPEeKUMoHHbIe 3abone-
BaHUs KULLEYHUKA (Hecneumndpuueckuii A3BEHHBIN KONKUT,
BonesHb KpoHa, BonesHb Yunnna), ayToMMMyHHas aHTe-
ponaTus 1 6onesHb BKIMIOYEHHBIX BOPCHH.

MauuneHTbl ¢ MynbTUCUCTEMHON hopMol 3abone-
BaHus TpebytoT ocoboro BHMMaHWS Npu BbIBOpe TaKTUKK
BEOEHWA, Tak Kak AaHHasa rpynna BosfbHbIX MeHee
UyBCTBMTESIbHA K Tepanuu u Tpebyet bonee arpeccus-
Horo nevenus [10, 16, 24].

B Poccuiickon ®eaepaumm, No faHHLIM KIIMHUYECKUX
pekoMeHaaumii No auarHocTuke v nevenuio MKy geten
ot 2014 r., ocHoBHbIMM NpenapaTamu ABNSAITCA BUHbNa-
CTUH, MPEOHN30SO0H, 6-MepKanTonypuH. [1pu oTCyTCTBUM
achbdekTa uepes b6 Hep OT Hauyana Tepanuu 1-i nuHUK
Ha3HayaeTCcst KOMBMHMPOBaHHAsA XMMMOTepanusa npena-
paTtaMu 2-i NINHWUK, K KOTOPbIM OTHOCATCA 2-XNOPAE30K-
CMafeHO3WH v uMTapabuH, ¢ nocnenyioLlei BO3MOKHOM
annoreHHON TPaHCMNIaHTaumen reMono3aTUYECKNX CTBO-
NoBbIX KneTok [29].

[o HeplaBHero BpeMeH BbllLEyKa3aHHbIe CXeMbl
BbiM eAMHCTBEHHbIM BapuMaHTOM JleYeHus OeTelt C
rMCTUOLMTO30M, OHAKO ceiluac paspaboTaHa TapreTHas
Tepanua BemypadeHnboM, KoTopbiM npefncTasnsaet
coboi nHrnbutop BRAF (romMonor BUpYCHOro OHKOreHa
MBILLIMHOM capkoMbl v-RAF B). MepsoHauarnbHo npenapat
Bbin NUUEH3MPOBaH ANA feYeHWs MeTacTaTU4ecKon
MEemnaHOMbl, OIHAKO K HaCTOSILLEMY BPpEMEHU NPOBEAEHDI
nccnenoBaHMs Mo MCMoONb3oBaHMIo BeMypadheHnba y
LETEN C TAKENbIMU MYNbTUCUCTEMHbIMKU, BRAF-nono-
)uTenbHbiMu chopmamu MKJ1, npenapat npumeHseTcs y
peTen cornacHo npotokony LCH-BRAF [30-32].

B knuHnueckom cnyvae H. Wang u coasT. npeg-
CTaBMEHO yCMNewHoe MpPUMEHEHUE Y 5-MecsYHOoM
LEBOYKM C MYSIbTUCUCTEMHBIM TeueHneMm [KJT n BoBne-
yennem XKT gpyroro nHrubutopa BRAF-kuHa3 — npena-
paTa pabpadheHnb, KOTOpbIV TakKe PEKOMEHOOBaH Afis
NeYeHUs TSKENbIX U pedhpakTepHbIx hopM 3aboneBaHus
[23].
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KJIMHUYECKWUE HABJIIOOEHUA

B coBpeMeHHble MeOMUMHCKME CTaHOapTbl LMarHo-
CTUKM W onpefeneHusa TakTuku nedveHuns K1 exogut
npoBefeHne reHeTUYeCcKoro UCCnefoBaHUs Ha BblsiB-
nenune myTtauum V60OE B reHe BRAF, koTopasi obHapy-
musaetcs y 60% naumentos [31, 32].

MoneKkynspHoO-reHeTUYECKOE UCCNEeoBaHNe, NPoBe-
LeHHoe Haluel naumeHTke B HMULL OFON uM. OMutpust
PoraueBa, N03BONMIO BbISIBUTH XapaKTepHYI0 MyTaLMio 1
Ha3HauuTb Tepanuio cornacHo npotokony LCH-BRAF, Ha
dhoHe npoBefeHUs KOTopon Bbina AOCTUrHYTa CTOMKas
peMmnccus ¢ KynMpoBaHWeM NaTonorMyeckon CMMNToMa-
TUKM.

3AKITIOYEHUE

Takum obpa3oM, HECMOTPS Ha penkylo BCTpeya-
€MOCTb B MeanaTpuyeckon npaktuke, 33 fABnsAeTcs
TAXKENbIM KU3HEYrPOXaoLWNM COCTOAHMEM 3a CcueT
pas3BUTUS OTEKOB, rMnoanbbyMuHemuu, cTeaTopew,
numdbonexuu, runorammarnobynuHemun, acupta, gedm-
LMTa MPOPacTBOPUMbIX BUTAMUHOB W TpebyeT Limnpo-
KOro amarHoctuyeckoro obcnenosaHns, HeobxoanMoro
L1151 BepuhmKaLmMM COCTOSHUIA, MOCTYXMBLLUX NPUUMHOWM
ee BO3HMKHOBeHMWA. [ndhcpepeHumanbHo-guarHocTu-
YECKUM MOUCK HeOBXOOMMO OCYLLEeCTBMSATb HE TOMbKO
B paMKax 4acTO BCTPEYaeMblX NaToONOrMi, HO U cpeau
penkux 3abonesaHuii, Npu KoTopbix nopaseHne KKT He
SIBNAETCA NPEBANUPYIOLLMM.

Boeneuenne KT B BuOe NpoTEMHTEPSIOLLEN 3HTE-
ponaTum SIBMSIETCA KpalHe penkum npossrennem MKJT un
BCTpeYaeTcs MpeuMyLLEeCTBEHHO Y [eBOYEK B BO3pacTe
no 1 ropa, npenonpenenss BbICOKWUI PUCK BOBIIEYEHUS
OpraHoB-MULLEHEH U MyNbTUCUCTEMHbIX DOPM C NOBbI-
LUEHWEM YacTOTbl CMEPTHOCTU U HebnaronpuaTHOro
nexopa.

HecneunmnyHOCTb KNMHUYECKON CUMMNTOMATUKMU,
pedpaKTEPHOCTb U THKECTb TEYEHUS IKCCYAATUBHOM
Tepanuu TpebyloT 06513aTENbHOr0 NPOBEAEHUS SHAOCKO-
MUYECKOr0 UCCMENOBaHNA BEPXHUX U HUKHUX OTLENOB
KKT ¢ B3sTveM buoncum n nocnegyioLMm NnpoBefeHneM

MMMYHOMMCTOXUMUYECKMX peakuuin ¢ aHtuTenamm CDlo
n S100.

BbifiBneHne aTONMMUYECKUX WM FeMopparnyeckux
M3MEHEHWUI KOXW B COYETaHUKU C TAXKENON KULLEYHOM
CMMNTOMaTUKOW TpebyeT NpoBeneHUs AnarHOCTUYECKON
Broncum Koxu.

MonekynsapHO-reHeTUYeCcKoe UCCrefoBaHne reHa
BRAF v BbIsiBNieHWe MyTaLuii OTKPbIBAIOT HOBblE BO3MOMK-
HOCTW ANS YCMELUHOMO feyYeHnst pecppakTepHbIX U Myrb-
TucucTeMHbix doopm MKJT ¢ npumeHeHnem nHrnbutopos
BRAF-kuHas.

PenkocTb NpeAcTaBNEHHOro KIMHUYECKOro Cryyas
[OKa3blBaeT He0bXoaMMOCTb LOMOSTHUTESIBHOW HAaCTOPO-
YKEHHOCTU CO CTOPOHbI Bpayemn — NefmaTpoB, racTPO3H-
TEposIoroB, reMaTosI0roB U iepMaTonoros y 6osbHoro ¢
NPU3HaKaMW HapyLLEHWUS KULLEYHOrO BCACbIBAHWS Aaxe
npu OTCYTCTBUM TUMMYHOIO KNUHUYECKOro TeveHus [KI1.

MpoBeneHne KoMnnekcHoro obcnepoBaHua C
MCMOoJIb30BaHMEM CneundNUecKnX 1 BbICOKOTEXHOO-
rMYeckMx MeTOAOB MCCllefoBaHUA MO3BONSET CBOEB-
PEMEHHO YCTaHOBUTb OMarHo3, Ha3HauMTb afeKBaTHOe
NeyYeHne N TeM caMbIM MOBMUATHL Ha TEYEHWE U UCXOL
3abonesanus.

MCTOYHUK ®UHAHCUPOBAHUSA
He yka3saH.

KOH®JIUKT UHTEPECOB
ABTOpbI CTaTbW MOATBEPAUNN OTCYTCTBME KOHC(DIIMKTA WHTEPECOB, O
KOTOPOM HeobxoamMMo CoobLLUUTb.
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