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Heiipopudpomaros (NF), wiu OGone3np PeximHrxayse-
Ha, OTHOCUTCS K Tpymmne (akomMaro3oB (061acTOMAaTo30B), B
OCHOBE KOTOPBIX JICKHUT COUCTAHHOE ITOPAKCHHE HEPBHOI
CHCTEMBI M KOXXH, HEPEIKO C HAPYIICHUSMH CO CTOPOHEI
BHYTPEHHUX OPraHOB, YHJAOKPHUHHON U KOCTHOM cucteM. Heii-
podudpoMaTo3 — 3TO reTeporeHHas rpymnmna 3a0oaeBaHuit ¢
ayTOCOMHO-IOMUHAHTHBIM THUIIOM HACJIE€AOBAaHUS, BBICOKOI
MEHETPAHTHOCTHIO U BapbHPYIOIIEil IKCIIPECCUBHOCTHIO MY-
TaHHOTO TeHa. YacToTa pacnpoCTpaHEHHOCTH 3a00JIeBaHuUs B
mupe — 1 : 3 000, B Poccun — 1,28 : 10 000.

Beinensitor Heckonbko popm 3a001eBanust: Iepudepniec-
ke NF1 u nentpanpubie NF2 hopMbl 3a0051eBaHus, a TAaKXKe
CMelIaHHbIE 1 KOMOMHUPOBAaHHbIE, HO OOLIMMU AT BCEX HUX
SIBIISIFOTCS. KOXKHBIE TIPOSIBIICHUSI B BUJIE MIATEH IBeTa «Kode
C MOJIOKOM) Pa3IMYHOr0 pa3Mepa. THIHYHO PacIoIoKeHNE
IIITeH — B MOAMBINICYHBIX BHajneHusAX. [lepudeprudeckne
dopmbr NF1 xapakrepusyercs OIlyXOJEBUIHBIMU pa3pacTa-
HUSIMU B BHJIE Y3€JIKOB Ha KOXE, B TMOAKO)KHOM KJIeT4aTKe
10 X0y HEPBHBIX CTBOJIOB, YTO MOJKET BBI3BIBATH OOJICBBIC
OIIYIIEHHs, TAPECTe3UH, THIIEPECTE3NN B 30HE HHHEPBALIUU
COOTBETCTBYIOIIETO HEpBa. [IBUTaTeslbHBIC HApPYIICHUS —
Tapessl ¥ Mapajndd — He TUIWYHBL BeTpedarorest mopake-
HUS Pa3IngHbIX 000ouek ri1a3 (y3enku Jlema Ha pagyxke),
BeK. Bo3MoxkHa JoKanu3anus nporecca B KOCTHOW CUCTEME
— MO3BOHOYHUKE, JUIMHHBIX TPyOUaThIX KocTsX. LleHTpann-
Hele (popmbr NF2 00ycroBIeHBI BOBIEYEHHEM B IPOILECC
KpaHHAJIBHBIX HEPBOB. Yalre Apyrux mopaxaroTcs CIIyXOBBIC
1 3pUTETbHBIC HEPBHI. Bo3MOXkHa JIOKanM3amus mporecca B
oGuacty OONBIINX MOJTYHIAPU, MO3XKEUKa U APYTHX OTAEIIOB
TOJIOBHOTO M CIIMHHOTO Mo3ra. HelipoduOpomaTos mosker
COIPOBOXKIATECS MHTEIEKTYyalbHOM HEJOCTaTOYHOCTBIO,
cynopoxkabM cuaapoMoM. [Ipu NF1 renernueckuil geext
nokanu3oBaH Ha 17ql1-13.1, cBsa3an ¢ myTanueit rena NF2,
YYacTBYIOIIETO B CHHTE3¢ IIBAHOMHUHA.

ITIpu NF1 moryT mopakaTbCsi BCE€ OpraHbl M TKaHU, HO
Yalre BCEro B MPOLECC BOBJIEKAETCS KOXKa, MOAKOXKHAsI KIIeT-
YaTKa, HEPBHBIE CIIJIETCHUS (B TOM YHCIIE, MEKMBIIIEYHbIE U
MOJICIM3HUCTHIC CIUICTEHHs KUIIEUHHKA), HEPBHBIC CTBOJIBI U
kopemku. OOBIYHO Y376l PACTIONararoTcs Ha TYJIOBHIIE, IIee
1 KOHEYHOCTAX. COOTBETCTBEHHO, BHIICIISIIOT (POPMBI:

- mepudeprdeckyio ¢ GOpMHPOBAHHEM Y3EJIKOB Ha pa-
JIy’KKe, MTOPaKeHUEM CIyXOBOTO HEpBa, MOJUHEBPAITHEN ¢
paccTpoCTBaMU 4yBCTBHUTEIBHOCTH TPOPHKH; LepeOpalib-
HYI0, JUIl KOTOPOH XapaKTepHbI IPUMAIKH;

- BaCKyJISIpHYIO — ¢ 00pa30BaHHEM aHEBPH3M COCYJIOB C
TIOCIIEAYIONIIM UX Pa3phIBOM.

JlnarHo3 «HelpoduOpomaTosy OGa3upyercs Ha HAIWYUH
JIBYX WM O0Jiee ClIelyIOINX KPUTEPHEB:

1. Hanmame xoTs1 OBbI 6 MATEH «KO()e C MOJIOKOM» Ha I10-
BEPXHOCTH KOXKH AnaMeTpoM cBeiire 0,5 cM y aeteil u cBbIe
1,5 cM y B3pOCIHBIX.
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Pe3iome

B craTbe npeacrasiieH cly4ail 0CJI0:KHEHHOI0 Te4yeHHs
SI3BEHHOIl 00JIe3HU BEHAAUATHIEPCTHOH KHIIKH Ha ¢oHe
HeiipoduOpomaTo3a y pedeHka 9 jieT 1 OMUCAHBI MPU3HAKH
NMPOTrPeANeHTHOr0 TeYeHHsI KOKHOT0 CHHAPOMA OCHOBHOIO
3a0oJieBaHul.

Kniouesvie cnosa: Heiipogudpomarto3, si3BeHHasi 00J1€3Hb
JBEHAUATHIEPCTHON KUIIKH, KHIIEYHOe KPOBOTeYeHMue.

V.A. Filonov, T.A. Zaharicheva, A.S. Zaharicheva,
A.S. Vigurskaya, S.V. Klueva

NEUROFIBROMATOSIS IN A CHILD
COMPLICATED BY INTESTINAL BLEEDING

Far Eastern state medical university,
Municipal children Hospital Ne9, Khabarovsk

Summary

The article presents the case of complicated course of duo-
denal ulcer with neurofibromatosis (von Recklinghausens dis-
ease) in a 9-yeard old child and signs of progressive course of
skin syndrome of the main disease.

Key words: neurofibromatosis, duodenal ulcer, intestinal
bleeding.

2. Hanuuue nByx nim 6osiee JOOPOKaueCTBEHHBIX OMYXO0-
neii Tumna HeitpopuOpoMBI MTH XOTs OBI 07HOM THIIA plexiform
neurofibroma.

3. IosiBneHne BECHYIIEK MO MBIIIIKAMH WITH B M1aXy.

4. JlobpokavyecTBeHHAs OIyXOJb 3PUTEIFHOTO HEPBA TH-
T1a ONTHYCCKOH TITHOMBI.

5. Bpoxaennsle aedekTbl KOCTeH, BKIIOYash JOABDKKH
WK JTUILIO.

6. PoncTBeHHHK TIepBOM CTENEHM — pOJIUTENb, Opar
nmn ceiH crpagaror NF1. Hmwke mpuBomutcs coOcTBEeHHOE
HaOJFOJIeHNe, KaK CIy4ail THarHOCTHPOBAHHOTO HEHpohuod-
pomarosa 1(NF1), koropslii BcneacTBiue 0COOCHHOCTEH JI0-
KaJM3aliK, KIMHUYECKUX MPOSBICHUA M COIYTCTBYIOIIEIO
3a00JIeBaHNsl BBI3BAJ ONPEACTICHHbIE TPYIHOCTH B AMArHOC-
THKE U JICUCHUH.

Hayuenm T., 9 nem, ocumenv o. Xabaposcka. I'ocnu-
Manusuposan 6 omoeneHue ¢ Hcarobamu Ha ciabocmo,
2071080KpYJiceHuUe, nepuodudeckue 0Oonu 6 owcusome. Pe-
6eHOK U3 HenonHou cemvu. Bocnumweisaemcsi 6 demckom
Odome. Anammnes uzgecmen ¢ S-nemuez20 803pacmd, K020d
Manvyux Ovin ogpopmaen 8 demckuil oom. Baxyunupoean
no unougudyarvhomy niaany. Konmaxm ¢ mybepkynesnvim
bonvnbiM He yemanosien. ObbeKmusHo. cocmosnue cpeo-
Hell msAdxcecmu, CO3HaHue cHoe, esanvlil. Ilpasunvroeo me-



JIOCIOMCEHUSA, NOHUNCEHHO20 numanus. Koowcnvle nokposwi
bneonvle. Ha xooice mynosuua u KOHEUHOCmel MHOJNCEC-
6eHHbIE NUSMEeHmHble NAMHA KOoQeluno20 yeema, Ha 6eopax,
2071eHAX 8UOHBL U nanbnupyiomesa yzeaxku pasmepom om 0,5 0o
1,5 cm, Oepmocpagusm Kpacuwill, 0cpaHUYEHHbI, HeCmOol-
kuti. Ilepughepuueckue numpamuyeckue y3ivl He y8eaUYEHbI.
Tanvnupyemcst nepewieex wumosuonou scenesvl. Ilpusnaxu
napyuenus ocanku. Yacmoma cepoeunvix coxpawenuii 80
yo./mun. Apmepuanvroe oasnenue — 90/60 mm pm.cm. /Jvixa-
Hue 8e3uKyIapHoe, xpunos nem. Kusom npu nanenayuu mae-
Kutl, YMEPeHHO OONe3HEHHbIL 6 INUSACMPATLHOU 00ACTU.
Cumnmomos pazopasicenus Oprowiunbvl He viasneHo. Ileuens
u cenezenka He nanvnupyromes. Hapyoicnvle nonoguie opeanul
cpopmuposansl no myosicckomy muny. Ilonogsoe pazeumue
coomeememeyem eoszpacmy. Ilo pesyrvmamam 06c¢nedo-
8aMHUsA HEBPONO2OM. 0bUee cOCmOosaHUe cpeoHell MAdCecmu,
obneden. Buvisignenvl cmuemol Ouzambpuocenesa: blcmosHue
2-20 nanvya cmonsvi, ceMuampoqpus 1uyd, myiosunud ciesd.
S-obpasznoe uckpusnenue 6 2pyoHom omoesne n0360HOUHUKA.
Ha roorce mynosuwa u xoneunocmei — MHOJICECMEEHHbIE
nueMeHmHbvle NAMHA MUNA «Koghe ¢ MOJOKOM», 8 NOOMbI-
WeyHou — nuemMenmayus no muny «8ecHyuiex», 8 oobnac-
mu 6edep u 2oaeHell — NOOKONCHbIE Y3eIKU PAIMEPOM OMm
eopouwunsl 00 aconu. Cosnanue sicnoe, nogedeHue cno-
KOUIHOe, peub He u3MeHeHd. AnvmepHupyloujee Kocozuazue
(co cno6 manvuuka, onepayus Ha NPAsom 21asy). HA3vik no
cpeonell TuHUU, OBUNCEHUS 2NA3HBIX 00K 8 NOJIHOM 00b-
eme, YCMAaHo8OUHbIl 20pUZOHMANbHBIN HUCTIASM 8 KPAUHUX
omeedenusax. Ilapeszoe nem. Moiuweunaa eunomonus, 6onee
svipaxcena 8 Hoeax. Peghnexcel owcusvie, cummempuunsie,
6KII0UAST OPIOWHbBLE NOGEPXHOCMHblE U 2nyboKue. [lamono-
2uuecKux 3Hakos Hem. HyscmeumenbHOCMb He HAPYULEHA.
Koopournamopnvie npobul gvlnonnsiem npaguiibHo.

Juacnos: donesnv Pexnunexaysena (netipogubpomamos
— nepswiti mun). Pexomenoosano MPT eonosnozo mosea ¢
Yeblo YMOYHEeHUs COCMOSAHUA 8eujecmed Mo32d.

Pesynomamer nabopamoproeo u uHCMpPYMEHMANLHOLO
00cne006ans: 0OWULL AHANU3 KPOBU: IpUumpoyumosl — 2,9x
10"/n, neiikoyumor — 6,8x10°/n, 2emozanobun — 69 2/1, yse-
moeotl noxkazamenv — 0,81. Heiimpogunvi: nanrouxosoephvie
— 1%, ceemenmosioepuvie — 56%, numpoyumot — 37%, mo-
noyumol — 4%, 203uno@uivt — 2%. Anuzoyumos +++, not-
Kunoyumosz +++.

B noxaszamenax obweeo amanuza mouu u KOnpocpam-
Mbl OmMKAOHEHUll He @vlsigneHo. Y3U wumosuonoi dcenesvi
— eunepnnasus dceneszvl. Ha emopoii Oenv npebvisanus
cmayuoHnape y 60161020 nosaguaca yepnuiii cmyn. Ipooa I pe-
eepcena pesko nonoxcumenvras. Io oannvim @IJC: nuwe-
600 c80O0OHO NPOXOOUM, cruzucmas pososas. Kapouanvuas
pozemra comxnyma. Crusucmas dcenyokda o4ac080-cune-
PEMUPOBAHa, MeaKobyepucmas, nacmosHd, J1eeKo paHumd.
Ilamonoeuueckue usmeHneHUs TOKANUZ0BAHBL 8 AHMPATLHOM
omoene xcenyoxka. B ocenyoxe mymnas causzw. Ipuspam-
HUK COMKHYmM. B nykosuye O0eenaoyamunepcmuoil KUKy
orcenuu Hem, aoyupyemcs «ceexcasy» a3ea 1,0x1,5 cm. Bzam
mamepuan wa Clo-mecm. B 6uonmame H. Pylory ne o6Ha-
pyoiceno. BonbHOU KOHCYIbMUpPOSan OemcKum XupypcoM.
Peszynomamur 0ononnumenvnozo 0b6ciedo8anus ne 8biA8UNU
nokasanuil O1s OnepamuerHoz2o nedenus. Pexomenoosano
npoeecmu Kypc KOHCepsamugHol mepanuu. B ycrosusax co-
Mamu4ecko2o omoenenuss npogeder Kypc mepanuu no cxe-
me.
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Knunuueckuii ouaenos: Heupoguobpomamos — nepewlil
mun (bonesnv Pexnunexaysena). A36ennas 6onesns 08eHao-
yamunepcmuou kuwiky. Kuweunoe kposomeuenue. /Jupgys-
Hoe ygenuyenue wumosuoxou sxcenesvl 1 cmenenu. Ha gpone
waosweli ouemsl U NOTYNOCMENbHO20 PeHCUMA HASHAYEHbL:
anvmazenv no 1 decepmmuotl nodicke 3 paza 6 0etb, Kiapumpo-
muyur no 250 me 2 paza u amoxcuyuniur no 500 me 2 pasa
cym ¢ meuerue 10 OH., pamomuoun no 20 me 6 cym. Ha pone
npogoOUMOLL mepanuu y 6016H020 Ha 2 Cym YMEeHbUUICA OO-
71e601l cCuHOpPOM, a Ha 3 cym CmyJl HOPMATUZ08AICA, PeaKyUsl
I'pucepcena — ompuyamenvuas.

Peszynomamor koumponvroti @I J[C — eunepemus causuc-
Mot JcenyoKa yMepeHnas, s136a 06eHAOYamunepCmHou Kuul-
KU 8 CIMaouu Snumenu3ayuu.

Manvuux evinucan ¢ cocmosiHuu pemuccuu. /lanst pexo-
MeHOayuu no NUMAHUIO, Percumy PU3ULecKux Haepy30K, npo-
musopeyuousHou mepanuu. Pebenok 63am Ha OUCnancepHbwiil
yuem neouampom demckozo ooma. Cnycms 3 mec. Maibyux
OCMOMpeH CReYUuaIuCmamyu PatuoHHOU NOTUKIUHUKU. Kap-
0UONI020M, HEBPOL02OM, IHOOKpUHOI020M. Ilo 3aKkn0ueHuro
CReYUanucmos, COCMOSIHUE MAIbYUKA YOO0B8IemEOPUMEb-
noe. Pedko 6ecnokoam 06onu 8 dcugome, npeumyiyecmeeHHo
npu Hapywenuu pexcuma numanus. Ilo muenuro neouampa
0emcKo20 00Md, YUCIO «KOMEUHbIX NAMEH» YEeaUdlIoCh.
OmmeueHo nossnenue Ha Koxce nepuooudecKy nanyiesHono-
OOOHBIX 9IEMEHMO8 PO308020 YGemd, KOMOpble, ePOSMHO,
SAGNAOMCS NPEOULeCMEEHHUKAMU «KOQEUHBIX NAMEH ).

Pexomenoosano 6 nepuod nemuux KaHuxyi npogecmu
nogmopHoe 00c1e008aHe 8 YCI08UAX 0emCKO20 COMAmu-
yecko2o omoenenus. Manbuuxy nianupyemcs niaHo8ds Kov-
nbIOMepPHas. momozpapusl.

3akiouenne

Takum oOpa3oM, y Manmbuvka 9 JIeT Ha OCHOBE KIMHH-
KO-Ta0OpaTOPHEIX ¥ WHCTPYMEHTAIBHBIX HCCICAOBAHUI
YCTaHOBJIEH IHMAarHo3 «HeHpohuOpomMaTo3 — MEpBBIH THIT
(6onesnp PexnmnarxayseHa)y». SI3BeHHas 00JIe3Hb JBCHA/ILA-
TunepctTHoi kumku. Kuieynoe kposoreuenue. JuddysHoe
yBEIHYCHUE MIUTOBUAHOMN JKeNIe3bl | CTeneHu.

[IpuBeneHHbIN cay4all WLTIOCTPUPYET HEOOXOIUMOCTH
JIOTIOJTHUTETBHOTO 00CIIeIOBAHMUS MMUIICBAPHTEIFHOTO TPaK-
Ta 'y fereit ¢ HeiipohudpomMaTo30M M ONTUMH3ALNH JTUCTIAH-
CEpHOT0 HAOJIOJICHUS B CBS3U C MPOTPEANCHTHBIM TCUCHHEM
JAHHOTO 3a00JIeBaHUS.
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