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[IOI03PUTEADHbIE «BECHYIIIKH

(MHQpPOM lenTua—Erepca y geTer — TPYQHOTU QUAarHo(TnKN
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Ha MOVMEPE KNMHNYEKOIo U1yyad

ABTOpPLI: EneHa HpbesHAa AbAKOHOBA, QOKT. MEQ. HAUK, (MABHbIN HAUYHbI
(OTPYQHWK, 3aB. XMOYPIMYEKMM OTQENEHNEM HEQTOXHOM 1 MAAHOBON
noMouw HMWU 300p0Bb4 geTen; Anekcangp (epreesny BeKUH, Bpay

XNPYQPIMYEKOro OTQENEHNS HEOTAOXHOM 11 NAAHOBO NOMOUWIM, MA. HAUYHbIN
(OTPYQHMK TOr0 Xe UEHTOA; MakiM Miuxannosmy /1IoXMaToB, QOKT. MEQ.
HAUK, NPo®. KaQeqpbl QETCKON XMPYPMW 1 YpOoNormmn-aHgponormm Nepsoro
MIMY M. M. (B4eHOBA, 3aB. OTQEAEHNEM 3HQOKOMUYEKMX N(IEQOBAHNA
TOr0 Xe UEHTPa; Anekcen AHgpeesny MYeeB, KaHg. Meq. Hauk, Bpay xmpypr,
UPON0r-aHgponor Xnpypruyeoro 0TQeNeHns Toro Xe UeHTPA, ANeKaHgpa
BnaguMMPOoBHA 3BOHAPEBA, BPAY QETCKWIN XMPYQS TOMO XE UEHTPA; ENM3aBeTa

ViropesHa XBATOBA, KAVHUYEKN OPQUHATOP TOMO K UeHTPpa (Mocksa)

Konupantusr: (eprei Neérkuii

(MHgpoM MenTua—Erepca (CME) nonyymn (Boé HammeHoBaHue B 1954 rogy
B YecTb AHa MNeiiTua (Jan Peutz), coobwmBwero B 1921 r0Qy 0 HAUIEQ(TBEH-
HOWM nepegaye NAaTonormyecknx NPUsHAaKoB, U faponbga [>Koseda Erepca
(Harold Joseph Jeghers), onuncawero B 1949 rogy OTM0XEHME MenaHUHA
HA (IM3MCTON 0000YKE NOMOCTU PTA U B NEPUOPANLHON 06AaCTH, a TakKxe
MOANMO03 TOHKON KMWKM KAK OCHOBHbIE NPOSIBAEHUS (MHQPOMA'.

BHAHOCTb HAUIEQ(TBEHHOIO NoaANNoO-
3 2KeAyJ0YHO-KHIIEYHOTO TPaKTa
(1KKT). I'lo pasubiv ouenkam skcrep-
TOB, 3a60A€BaEMOCTb COCTABASET IIPUOAU-
3uTeAbHO oauH caydait Ha H50—200 Teic.

Pezmoe saboresanue CIIE pasmo-

HOBOPO:K/IEHHDIX?, TIH 3TOM 0KOAO 15%
NMallMEHTOB HUMEIOT (EMEVIHbIA dHAMHE:’,
C pasBuTHEM COBPEMEHHBIX MOAEKYASPHO-
TeHeTHYeCKHX TEXHOAOTHH IOSBHAACDH
BO3MOKHOCTb BBISIBAATb MyTallMH, Xa-
paxrepunie ara CIIE. Ogunaxo, uro6nr



TIPE/IAOKHUTD MAIMEHTY M YAEHAM CEMbH MPOHTH QOPOrocTosuee
06(1eQOBaHMe, Bpaun A0AKHBI ObITb OCBEIOMAEHBI O KAHHHIECKUX
TIPOSIBAEHHSIX M, YTO 0COBEHHO BazKHO, HACTOPOZKEHDbI B OTHOILLIE -
HHUHU PAHHNX NPU3HAKOB.

Ha Iy TU 3QPEKTABHOH JUATHOCTHKH M A€IEHHS 3TOrO 32601~
BaHMs eCTb MHO0 NpensTcTBuit. Jlo koHia He ycTaHOBAEHA OCAE-
ZIOBATEABHOCTD TOSIBAEHHs] OCHOBHBIX KAMHHYECKHX TIPH3HAKOB,
B AHTepaType HEQO(TATOYHO OCBEIEeHbl BO3MOKHOCTH XHUPYPIH-
9EeCKOTO M MEJMKAMEHTO3HOIO ACY€EHHs], B HAlllEH CTPAHE HET yT-
Bepaszennbix Munsgpasom P kaunryeckux pexomenzauumii mo
segenuio geteii co CITE. Auarnoctuxy moxer satpyanats u ot
(PaKT, YTO MPU BHICOKOH CTOMMOCTH MOAEKYASIPHO-TEHETHYECKOTO
aHaAM3a OH BCE e HE B(ErQd MoATBEPKAAET HAAMYHE XapaKTep-
HbIX MyTaL{H.

Kax pesyabrar, us-3a HecBoeBpeMeHHOH BepH(MKAIUH
CI'IE, B Tom 4ncae csizannol ¢ HEBHUMAHUEM Bpayei k ceMeHHO-
My aHaMHe3y", IeTH HepezKO NOMa/AloT B CTIEIMaAH3HPOBAHHbIE
CTaLIMOHAPBI C TSKEABIMU NOUIEQITBUSIMY, TAKMMHU KaK 2KEAYZ0IHO-
KHIIIeYHble KPOBOTEYEHHS], OCTPasi KUIEeYHas HEMPOXOAHUMOCTD
Y MHBarMHaIMs TOHKOH kuuiki. VIozeT 6bITb, M03TOMY OCHOB-
HOH IyA IyGAMKALUMHA HApPsiZy ¢ KOHCTAaTalMeH AMarHOCTHIECKHUX
TPYAHOCTEH OCBEILAET fleYeHne 0UT0XKHEHNIA.

[eHeTUYe KN (bown

CI'IE — reneruyeckoe 3a60AeBaHue, HacAeZyeMOE MO dYTOOMHO-
QOMUHAHTHOMY THITy M XapaKTepH3yIolleecsi 06pa30BaHHEM y4acT-
KOB NIUTMeHTaluH (AEHTHIO*) Ha KOzie M CAUSHCTBIX 060A0UKAX
B coueTanuu ¢ ramapromubmv noaunosom (RKT, a B HexoToppIx
CAy4asX MOYEBbIIEAUTEADHON U IbIXaTEAbHOM CHCTEM.

B ocuose passutus CITE aexur norumoppusm reHa STKI
(KoAMpPYeT BHYTPUKAETOYHbIH (DePMEHT CepHH/TPEOHUHKHHA -
3y 11), rokarusyromerocs Ha xpomocome 19p13.3.

Ha Texymuii moment uaentuguumposano onee 500 nosumop-
®usmo STK11, u 60ABIIMHCTBO U3 HHX BbI3bIBAIOT aHOMAaAbHOE
YKOpOUeHHEe MOAEKYAbI cepuH / TpeonunkuHasbl 11 1 morepro ak-
THBHOCTH (pepMenTa’,

3-3a repmMunHaAbHBIX** MyTauuil M3MeHeHa HOASPHOCTD
KAETOK, BAUSIIOIIAs Ha [IePexoz, AMHTEAHS B ME3EHXHMY, 4TO CO-
l‘IpOBO?K\L[,aeTCﬂ BTOPI/I‘{HDIMI/I HapyIJ_IeHI/IﬂMI/I aIloIlTO3a, aHTHO~
reHesa U HHrUOMPOBAHHEM KAETOYHOTO IMKAa. B pesyabrare
HeTpaBHAbHOE (OPMHPOBAHHE CAHBHUCTOH 060A0uKH («BbIMa-
JeHHe» ) B JaAbHeHIIeM HHIYLHPYeT 06pasoBaHue TUMYHLIX A
CTIE ramapromubix noaumnos’.

Brpouem, necmoTpst Ha HacAezyeMbIi XapaKTep 3a60AeBaHusI,
OIHCaHO 6OABIIIOE KOAHYECTBO CAyYaeB, KOTra MOAKYASPHOE Te-
CTHpOBaHMe HE NOQTBEPXKQAET Harmune myTauuu ST K11y poau-
TeAeH U NPOBaHZOB, OTCYTCTBYET COOTBETCTBYIOIIUN CEMEHHBIN
aHAMHE3, UAM TIPOSIBAECHHS B PasHbIX MOKOAEHHSX OTAHYAIOTCS.
B Taxux curyamuax ropopst o (eHETUYEKOM Mo3anumsme® uam

* TEPMUHOM  ccieHTUr0» 0603HAYAKOT MUIMEHTHblE MATHA, 00PA30BAHHbIE B PE3YMb-
TaTe Nponudepaunn 3nNMgepMarnbHbIX MENaHouuToB. X UBET BAPbUPYET OT XENTo-
KOPWUYHEBOrO QO MOYTU YEPHOrO, W, B OTAUYWE OT BECHYWEK, OHW MOSBASIOT(A HA Tene
HEe3aBM(MMO OT (ONIHEYHOr0 BO3QENCTBUS.

** [ePMUHANLHLIMU HA3bIBAKOT BPOXKQEHHLIE M3MeHeHWs AHK uam MyTaumm 3apogoblwe-
BOW IMHUN.

{Casuistica}

TpeANoAaraioT BO3HHKHOBeHue MyTauuii de novo’'’. Beaeactaue
noaumopusmos STKII y nmauuentos co CITE nospumen puck
3AOKa4YeCTBEHHbIX HOBOOOPA30BAHHI: MAAMTHUSALIMH XapaKTep-
HBIX ZAs1 GOAE3HH IOAHIIOB, a TaK2ke PasBHTHSI HEOIAA3HUH BO

MHOTHX ZIPYTHX OpraHax.'.

(HAPUXM W BHYTOW

Cumnrom, nossoasromuit 3an0go3pute CITE, — xapaxrepubie
nurMeHTHole nsTHA (puc. 1). Mx nossaenue ceasano c yBeau-
YEeHHEM CEKPEIMH MeAAHHHA B Ga3aAbHbIX KAETKAX, BEPOSITHO,
BCAEJCTBHE BOCHAAMTEABHOU OAOKaZbl NIPH MUTPALMU ITOTO
BeIeCTBa U3 MEAAHOLUMTOB B KepaTHHOLMTHI J\eHTHro pacro-
AararoTcsi Ha KpacHOU KanuMe ry6, (n3ncToii 060104Ke pTa, pexe
Ha AaZoHsAX U cTonax 2. B psaze cAydaeB ux MO2KHO BCTPETHTD Ha
KOHDBIOHKTHBE, KO2K€ BEK ¥ T€HUTAAMH, a TAK2Ke B [lePUaHAABHOH
obaactu.

AeHTHTO OKPYTAOH (POPMBI, TEMHO-KOPHYHEBOTO IIBETA, HX
pasMepbl BapbHPYIOT, HO, KaK TPaBHAO, COCTaBAsIOT 1—5 mm
B auamerpe”®. Camu manpeHThl BOCHPHHHMAIOT MX KaK «PO-
JMHKM», HHOTZA HA3bIBAIOT «BeCHYWKAaMN», ['unepriurmenTanys
MOZKET HOSIBUTbCSI B AI0GOM BO3pacTe M HHUKAK He CBsi3aHa M0
BPEMEHU ¢ pocToM ToAunos. Muoraa naTHa B AuHaMuke ncyesa-
IOT, 32 HCKAIOUEHHEM PACIIOAOKEHHBIX HA CAUBUCTOH 060A0YKE
€K — OHH COXpaHANTCS B TedeHue Beeil XusHn'*, Meauuun-
CKHe PabOTHHKM 4acTO He 00PAINAIOT BHUMAHUSI Ha HaAMYHE
9TOrO CUMITOMA y peGEHKA, 4TO 3dQePXXMBAET CBOEBPEMEHHYIO
anarnoctuky CITE.

Puc ). flentnro Y pebéxka ¢ (mHgpoMoM MMenTua—Erepca.

[ MyTaumsa reHa STKI1 npMBOQUT K YBenu-
YEeHWNO (eKpeunn MendaHnHa B BasanbHbIX
KNeTKaxX U K HenpaswunbHoMYy (GopMmnpo-
BAHWIO (IM3UCTON 060M104KMN. ]
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{Casuistica}

Puc 2. Tonnn ToNCTom KNWKK.

Bropoe xapaxtepunoe aas CIIE
KAMHHYECKOE TIPOSIBACHHE — (dMAPTOM-
Hble MO/NMbLI, KOTOpPble MOTYT BOSHHKATb
B paymyHbix otgenax KKTY (puc. 2,
3). OTAuuHTeAbHBIH TPU3HAK HX TIPH
CIE — uanuuue B cTpoMe MHOLUTOB,
06'beIMHEHHBIX B ZIPEBOBU/IHO BETBSIIIHE-
Cs1 TyYKH TAAZKHX BOAOKOH M HCXOZSIIHX
113 MbIIIIEYHOM [TAACTHHKH KMIIEYHOH CTeH-
ku'?, Taxas ocobeHHOCTb 06YCAOBAMBAET
BBICOKHH PUCK Nephopaunm oprana rnpu Bbl-
TIOAHEHHH TTOAMTIIKTOMHH.

[Tpu CT'IE noaumnbi BeistBASIIOT y 60Ab-
[IMHCTBA NALMEHTOB, MPUYEM 3a4aCTYIO
OHH 00pasyloTcsl yxKe B QET(KOM B0O3pAC-
Te: ux obHapyxupaoT y 33% 60AbHbIX
B nepsble 10 rer 2xusnu, a x 20 rogam
o6pasopanus BbiAsior v 50—60%'°,
Hexoropeie uccaezopatern coobmaror
0 TOM, 4TO B IIeJMaTPHUECKOH PAKTHKE 70
70% xupypruyecKux BMEINATEAbCTB MPH
CIIE Bbmoansor B 3K(TPEHHOM MOPSIQKE
110 TIOBO/Ly BO3HMKAIOIIUX M3-3a MOAMIIOB
ou1oxxHeHWi, a 40% onepupopaHHbIX Hy:kK-
Jal0TCs B |'|0BTOpHOI7I nanapoTomMmin.

Yaie Bcero moAHmbl AOKaAH30BaHbI
B TonkKo# (y 60—90% nawuvenToB) u Toa-
croit (y 50—64%) xumke. Ilpumepno
y 25% 6oabubix CIIE ux Haxozsr B xce-
AyZAKe, HO MO2KHO BCTpeTUTb U BHE XKT,
HarpuMep B 6pOHXaX KA MOYEBBIBOJSILINX

Puc 3. Monunsl xenyagka.

nyrax'’. B saBucumoctu or pasmepa mo-
AHIIbI MOTYT BbISbIBATb KNWEYHYIO MHBAM-
Hauuto (puck y aereii B Bospacte a0 10 ret
cocrapaster 15%, a 70 20 rer — 50%)
1 06TypalHIO MPOCBETa C Pa3BUTHEM He-
npoxoaumoctu'®, Xapakreproe mpo-
asaenne CITE — xenygoyHo-knweyHbie
KpoBoTeYeHNs?’, koTopble, KaK MPaBUAO,
HOCAT «CKPBITbIi» XapaKTep U BbI3bIBAIOT
Keae304eUUHTHYI0O aHEMHIO, — J€TH
CTPaJalOT OT CAABOCTH M aCTEHMH, OTCTa-
10T B POCTE U pasBUTHH. Bcé aTo 3HaumMmo

CHHZKAE€T Ka4€CTBO }KI/IBHI/Iﬂ.

3aMaHyTL BMybb

Hanuuve xapaxreproii runepnurmenTaimu
KO2KH MAH CAM3HCTBIX 060AOYEK U CEMeH-
HbIA aHAMHe3 Z0AKHbI HA(TOPOXXUTb BPAYa
B otnomenuu CITE, ocobenno ecaun ectb
aHemusi, peGEHKa 6eCIOKOAT GOAM HAU
apyrue npoaBienus co croponbl (RKT.
B Takom cayuae Tpebyerca HasHaueHue
BM3Yanu3npyoWNX MeToZ0B 06CAEZ0BaHYS,
B OCHOBHOM 3H/IOCKOITMYECKHX, TIOCKOABKY
UX CYMTAIOT «30A0TbIM CTAHZAPTOM» JHa-~
rioctuky. OHM MO3BOASIOT MOATBEPAUTD
HAH OINIPOBEPTHYTb HAAHMYHE IOAHUIIO3a,
a TaKxkKe OIPEJEAUTbCS C AaAbHeHIen

TaKTHKOR .

B nacrosunee Bpemst aas Bepudukauyu
CIlE ycnemno ucrnoabsyioT BugeoKar-
cyabnyio augockormuio (BKI) u asyx-
6aaronnyio surepockormmio (/1bJ). Io-
CAEZJHUH U3 MEePEeYUCAEHHBIX METOZOB
6.Aarozapst 0Co60M KOHCTPYKIIMU TTO3BOAS-
€T KaMepe MOCTYIaTEAbHO [IPO/ABUIaThCs Q0
(MyBoKIMX 0TQeNoB Tonkoi kumikw. [ o cyTy,
3TO eJIMHCTBEHHBIA CIIOCO6 BU3yaAU3aLUU
npaxtiyecku Beex otaeros (RKT. Kpome
TOrO, €r0 BHEZIPEHHE TIO3BOAMAO HE TOABKO
BbIABAATb ToAunbl y aeteit co CITE B we-
JIOCTYIHBIX paHee yyacTKax, HO U YQansTb
06pa30BaHKs IYTEM HAEKTPOIKCIIM3HH.

[Tpu suzocKONMYECKOM O6HApY:KEHUN
noauns! auametpom g0 10 MM yaaasior
0QHOMOMEHTHO MyTéM «HabpachbIBaHHs»
JAEKTPONETAH, a Ooree KpyIHble 06-
pas30BaHMsl PA3PYIIAOT (PPArMEHTAPHO.
C ueAblo MPOMPHUAAKTHKH KPOBOTEYEHHsI
¥ Ha/IE2KHOTO TeMOCTa3a 06513aTeAbHO KU
MUPYIOT 06ACTb HOMKKM MOAMMNA. BaxsHo
IIOMHHTb, YTO U3-32 0COBEHHOCTEN CTPOE-
HHsl CTEHKH DTHX PAa3pACTaHUA DKCIU3Hs
CBsA3aHA C BBICOKHM PUCKOM nephopauun
KHUIIKH, 4TO TpebyeT 00s3aTeAbHOrO II0-
CAEOMEPALIMOHHOT0 HABAIOZIEHHS IALIUEHTA
B XHPYPTHYECKOM CTallHOHApE.

BKY — uoBefimmii anarnoctudeckuit
crioco6?. CyTb aToro mpoctoro, HeuHBa-
3MBHOTO M 6€30MaCHOTO METOZA HCCAEZO-

[ OTAMYUTENbHLIN NPU3HAK raMAPTOMHbIX NoAunoB npu (M€ — Hanuyne B UX (TPO-
ME MUOUNTOB, 06EQUHEHHBIX B MYYKM (MAQKUX BOMIOKOH M UCXOQAWMX U3 Mblwey-
HOW NAACTUHKU KWWEYHOM (TeHKW. Takas 0(0beHHOCTb 06Yc10BAMBAET BbICOKMIA PUCK
nepdopaummn opraHa npu NosaUN3KTOMUN. |
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BaHHUsl B TOM, YTO NALMEHT IIPOTAATHIBAET
HeGOABIION MPUGOP ¢ BMOHTHPOBAHHOH
BUZIEOKaMePOH, KOTOpast 3a BPEMsI TPAH3HUTa
gepes tKKT zeraer Hetkonbko gecsTkoB Tol-
(4 CHUMKOB, a 3aTe€M BBIXOJHUT €CTECTBEH-
HbiM nyTéM. BHeapenue B kAMHMYECKYIO
npaxtuky BK3 y zereit mossoaser moay-
YUTb BbICOKOKAYECTBEHHbIE H300pazKeHUs]
CAMBHCTOH 000AOUKH BCEH TOHKOHM KMIIKH
0e3 XvpyprmyeKon MHTEPBEHUMN 1 Ay4eBOTO
Boazeficeus’t. Baarogaps sToi uHHOBaIMH
OTKPBIAUCH HOBbIE BO3MOXKHOCTH JIASL Bbl-
SIBAEHHS1 HOBOOOPA30BaHUHU U JPYTHX 3360~
AeBaHMiT KuedHHKa> %0,

K noaoxurerpnbmv croponam BKI
OTHOCSAT OTCYTCTBHE MCHXOIMOLHMOHAAD-
HOM HAarpy3KM IPH HCCAEJOBAaHHH, BO3-
MO2KHOCTb HaXO:K/JeHusi peGEHKa B NPU-
BbIYHOM QN5 Hero 0O(TAHOBKE, BbICOKOE
Ka4eCTBO IIOAYYaeMOH BHAEOHH(POPMALIUH
U3 TAYOOKHX OT/ZEAOB TOHKOH KHIIKH Ha
BceM eé mpotskennd. Hecmotps Ha Bce
IIPEUMYILECTBA METO/a, y HEro eCTb Psj
orpanuyenuii. Hanpumep, uccaezosanue
PEKOMEHZI0BAHO AETsM (TapWe b aeT BBHAY
BO3MO2KHBIX 3aTPYZHEHUH [IPH [IPOTAATbI-
BAHUU KAIlCyAbl — €€ pasMepbl COCTaBAs-
1ot 24,5—31x11 mm?’.

K nezocratkam BKO caeayer orne-
CTH HEBO3MO:KHOCTb NOQPOOHOr0 0(MOTPA
MHTEPECYIOLIEr0 YYaCTKA KHUIIKH B PEXVME
PeanbHoOro BPEMEHW U To, YTO Ha Ka4eCTBO
BH/Ie0U300paeHUsI CIIOCOOHO BAUSITh BHY -
TpHNpocBeTHOE cozeprkumoe. Kpome Toro,
c nomompio BKS neabss p3saTh matepuan
ZAs1 GHOTICHH MAM TIDOBECTH AedeOHbIe Ma-
HHITY ASILTHH. CJ\eﬂ,yeT TaKzKe [IOMHHUTDb, YTO
MHOTZIa CAy4aeTcst 3aQepKKa NPOgBUXEHMS
KarcyAbl B Kakom-Au60 otzere (KK T mpu
HapylIeHHH CBOGOZHOrO Mmaccaxa Xumyca
13-3a (PYHKLMOHAABHOH KHIIIEYHOH HENpo-
XOZUMOCTH, CTPUKTYP, (PUCTYA, CIIA€YHbIX
TIPOLIECCOB.

Ecau suzockonuyeckue MeToab! aua-
THOCTHKH HEJOCTYIIHbI, TIPH T10/I03PEHHH
na CIIE ucmoansyror ynbTpassykosoe uc-
(1eQ0BAHNE OPraHOB OGPIONIHOH MOAOCTH.
C ero momombio B MPoCBeTe KUIIEYHOH
TPYOKH yZAaéTcsi BU3YaAHBHPOBATb IO~
AMIbI HAH «MHIIEHEBHAHbIE» CTPYKTYPBI,
TpecTaBAsIoIIMe CO60H PEUMQUBHPYOWME
KuIIeuHble nHBaruHathl (puc. 4).

Y naumentos ¢ noaTBepsAEHHON pe-
UHAMBUPYIONIeH HMHBarMHAUMed u/HAu
BHYTPHUIIPOCBETHBIMU MTOAMIIAMH 110 J[aH-
HbIM TPaHCA6JOMUHAABHOH COHOTpapUH
ZIAsl YTOYHEHHUs! IMaTHO3a U A€YEHHs Bbl-
noanstior nanapockonuio. OcHoBHol ma-

{Casuistica}

[ Bce geTn co (1€ QO/MKHbI (TOSATb HA YYéTe Yy neguaTpa
N XUpYpra ¢ exxerogHom nAaHoOBOW rocnUTanuaumen gns
MPOBEQEeHNS 3HQOCKOMMYE(KMX WUCCNEeQOBAHMI ( UEnbto
NPeQOoTBPAWEHMS TKENDIX 0UT0XKHEHWN. ]

Puc Y. TTonnn TOHKOM KUWKM NEK YnbTPa3sey-
KOBOM MC((1EQOBAHNM.

Puc 6. flanapockonu4yekas KapTuHa Knwey-
HOM VHBAIMHAUMN

TOTHOMOHHYHBIH AaNapoCKOMHYECKUH
KOWUTEPU HANMYMS MOANMA, Tpebyrolero
yZAaAeHHSI, — BTSXKCHHE y4acTKa CTEHKH
TOHKOH KHIIIKH, HOCAIIEE Ha3BaHHE «KpPa-
tep» (puc. 5).

CymecTBymomue AanapocKoHYecKue
METOZHUKH ITO3BOAAIOT BbLIIIOAHUTDH peBH-
smo nopazennoro oraeaa (KK T, o6uapy-
2UTb MHBaruHauio (puc. 6) u ycTpaHuTb
€€, BU3YaAH3HPOBAaTh MOAHII, BbIIOAHHTD
SHTEPOTOMHIO H YIAAUTb 06pa30BaHHE He-
pes MUHU-1anapoToMHbIi goctyn (puc. 7).
[Toaunnr auamerpom zo 10 MM yaarsor-
51 OZIHOMOMEHTHO dAeKTporeTAel. Doaee
KPYTIHble — (PParMeHTapHO C HAAOKEHHEM
KAHIIChI Ha HOKKY IIOAHIIA.

Ba:xno, uto wacTb ToHKO# KMIIKH TIpH
3TOM HE PE3EUNPYIOT. DTo MO3BOASET (O-
XPAHUTL QINHY OpraHa, a CAeJOBATEABHO,
u36e:KaTh IHTEPAABHOH HEAOCTATOYHOCTH

Puc B, BTaXeHne yyvacrka (TEHKM KMWKN —
«KpaTep.

Puc 7. Tlonun noule 3HTeEPOTOMUN.

H3-3a HapyII€HHUA BCaCbIBaHHs, CBA3aHHO~
ro ¢ CHHAPOMOM <<KOpOTKOﬁ KHIIKH» .

Fit

Bce aetu co CI'IE goazknbl crosTb Ha yuéte
y eanaTpa U Xupypra ¢ eXerogHon rocnu-
TanM3aume aast IpoBeZIeHHs SH/I0OCKOIIHYE -
CKMX HCCACZOBAHMH. | aKHe MaHHITYASLHH
Ba:KHO ZIeAaThb B [TAHOBOM MOPAQKE 710 omac-
HBIX OCAOKHEHHH, KOTOpbIe TPeGYIOT 6oAee
pazuKarbHbIX BMemaTeAbeTs. LLIupoxo uc-
TI0Ab3YeMbIE B I0CAEHEE BPEMsI HOBEHIIIHE
METO/Ibl BHYTPHUIIPOCBETHON 3HOCKOIHH
[I03BOASIIOT HE TOABKO BbISIBAATb Tramap-
TOMHbDIE ITOAHUIIbI l'IpPI CHE, HO U yﬂ,a]\ﬂTb
06pasoBaHHst MANOTPABMATUYHBIM (MOC0OOM,
usb6exxaB 00/1bWMX AaMapoOTOMUYECKHUX OITe~
pallMK, Pe3eKUMH KUIIKH U CIIae4YHbIX T1PO-
1IECCOB B arbHefmem™. 'S?
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{Casuistica}

KAMHNYe K uiyyan

Mauuent B., manbuuk, Bo3pact 2 roga 5 mec, NoBTOpHO no-
ctynun B8 HMULL apopoBbs petei ans yrnybnénHoro obcne-
[lOBaHHA ¢ kanobamu Ha nepuoarueckue 3n130Qbl PBOTLI, OT-
CYTCTBME AOCTaTOUHbIX NPMGABOK Macchl Tefla U yBeNUUEHHbIM
B paamepax »uBoT. bepemeHHOCTb Yy MaTepu BTOpasi, npoTe-
Kana Ha hoHe recTalMoHHOro caxapHoro auaberta v baktepu-
anbHOro BaruHo3a. Pofbl BTopble, caMocTosTe ibHble, Macca
Tena npu poxxgenun 4530 r, gavHa 55 cM, oueHka no wkane
Anrap 8/9. (Tapwuit pebEHOK 390P0B.

N3 aHamHe3a 3aboneBaH1si U3BECTHO, UTO C 1 Mec XKMU3HU
MasiburKa 6ecnokounnun YacTble MHOrOKPATHbIe MPUCTYMbl PBOTbI
1 HAPYWEHMS (TUMA@, MHOrAa C NATOIOrMYECKMMH NMPUMECAMM
B BUAe NPOXWUI0K KPOBU. Mpu obcnenosaHnm NUAOPOCTEHO3
6b1n MckntouéH. [anee B TeYEHUE (0Qa pebEHKy nonbupanu
nuTaHue, HO, HECMOTPS Ha BbICOKOKa/IOpUHbIE CMECH U BBE-
LEHHbIV NPUKOPM, OH NNOXO NpUbaBNsA/ B Bece, NP1 3TOM PBO-
Ta Nepuoguyeckn NoBTopsnace. Pogurener 6ecnokounnu Takxke
616 4HOCTb KOXHbIX MOKPOBOB, MIOXOM anneTuT, cnabocTs, Hbl-
CTpast yTOMISIEMOCTb Masib4vKa U HEYCTOWUYMUBbBIN CTYJI.

[ () Mec Xu3HM Manbymka becnokomnu
4a(Tble MHOrOKPATHbIE MNPUCTYMbl PBOTbI
N HAPYWeHW4a (Tyna, MHorga ¢ npuMecs-
MW B B1QE MPOXUNOK KPOBMU. |

B Bospacre 1roga 5 mec (Hos6pb 2020 roga) poaureny sa-
MeTW/IW yBennueHue XneoTa B obbeéme. Mo atomy nosogy 6bi1o
nposefeHo obcneaoBaHu1e:

* Y3U opraHoBs 6pIoLLHOMN NONOCTH — NPU3HAKH YBEIMUEHUS
pa3mepoB U AU Y3HbIX UIBMEHEHWUI CTPYKTYPbI NEYEHH;

* NpOTEMHOrpaMMa — MPU3HaKK aeduuuta B- 1 y-rnoby-
JINHOB;

* TECTbl Ha Lie/IMaK1io — aHTUTEeNa K FIMaguHy U TKaHEeBOM
TpaHcriyTaMMHase oTpULAaTesIbHbIE, FreHbl NPeApacnosio-
>KEHHOCTH K Lie/IMaKHU HEe BbISIBNIEHDI;

* TECT Ha MYKOBUCLMAO3 — noToBas npoba ot 24 u 26 Hos-
6psa oTpULaTebHas;

* TECT ANS UCKIIOYEHUS BONE3HW HAKOMNNEHUS 3(PUPOB XO-
JlecTepuHa — aKTUBHOCTb JIM30COMHOW KUCJIOW Nunasbl
B Npegenax HopMmbl;

* TeCT ANA UckloueHus 6onesnn BunbcoHa — yposeHb Lie-
py/ionsia3MuHa B Npegenax Hopmbl;

* UCKJIIOYEHDBI @y TOUMMYHHDBIW U BUPYCHbIE renatuTbl U napa-
3uTapHas UHBa3MS.

Mocnenytouiee ob6cneaosaHue BbIABMIO y pebéHka dpyK-
TO3EMMUIO.

Yepes 2 mec poanTenu 3achMKCUpOBaU eXKeJHEBHOE NOBbI-
LweHWe Temnepatypbl Tena go 38,5 °C B TeueHue 7 gHel, conpo-
BO>X[aBLUEECS YaCTbIM B3AYTUEM >KUBOTA U PA3PKUIKEHHBIM CTY-
JIOM, NEPUOAHUYECKUMU CPbITMBAHWUSIMH, BbICINAHWUSIMU Ha KOXKE,
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eé 6nepgHocTblo. Y pebéHka Obil U3bupaTenbHblii annertur,
HU3Kas npubaska Macchl Tena. Manbuuka B dpespane 2021 roga
B Bo3pacTe 1 roga 8 Mec Habntogany no Mecty xutenbcrsa. Mo-
BbILLEHWE TEMMNEPATYPbl CBA3bIBA/IU C reHepaM30BaHHOM LIMTO-
MerasioBUpYCHOW UH(pEKLIMEN, KOTOPas He MOATBEPAWIACH.

Mpu 06cnefoBaHWH B 3TOT NEPHUOL B CEPUM TECTOB BbISIBUIU
UXYQWEHWE MoKasaTesnei obuiero u GUOXMMHUUYECKOro aHaIu30B
KPOBH, XapaKTepHoe AJisl >kene3o4edULUTHON aHeMUH:

* 3putpoumtsl 4,2—4,11x 102/ n;

* TpoMboumTbl 502—804% 10°/ n;

* remornobun 84—87 r/n;

* YPOBEHb CbIBOPOTOYHOTO >Kene3a 2,5 MKMonb / n;

* 06LWas Kene3oCcBa3blBaOWas CNOCOBHOCTb CbIBOPOTKH

69 Mkmonb / n;

* heppuTHH 47 MKr / 11;

* acnapTtatamuvHoTpaHcdepasa 182—381Egn/n;

* anaHuHamuHoTpaHcdepasa 110—220,6 En/n;

* ramma-raytamMmuHTpaHcdepasa 178—319 Eg /n.

Bbin yctaHoBNEH AMAarHO3 «CMHAPOM LIUTO/IM3a HESICHOTrO
reHesa, >xenesogeduuutHas aHemus |l ctenenn». HasHaueHa
Tepanusi npenapartamu Xesie3a B BUAE CUPONa Ha NpOTsXKEHWUH
2—3 mec. [Npy KOHTPOILHOM UCCIEA0BAHWH KPOBHU Yepe3 1,5 mec
(08.04.21) y naumeHTa cHoBa 6blnK 3adUKCUPOBaHbI OTKIOHE-
HUs GUOXUMUUECKNX NMoKa3aTened (sutamMuH B,, 171 Hr /n, chep-
PUTHH 3,8 MKr /0, (bIBOPOTOYHOE XENe30 2,0 MKMonb/N), B casa3u
C YEM C HanpaB/AOLWMUM AUArHO30M «HEYTOUHEHHbIM renaTut
YMEpPeHHOM CTeneHW aKTMBHOCTHU» PeBEHKY peKoMeHAoBaHO
obcnefoBaHue B racTpoaHTeponorueckom otaeneHnn HMUL,
3[0pOBbs AeTeu, KyAa oH noctynun B KoHue Masa 2021 roga
B BO3pacTe 2 fieT.

Bo Bpems rocnutanusauuu nepeHéc npucTyn obCTpyKTUB-
Horo 6ponxuTa. Mo gaHHbIM 06CNefOBaHNA BbISBUW THKE-
NYt0 (TeneHb aHemMuu (remornobut 56 r/n), 8 ycnosusx OPUT
npoBesiu reMmoTpaHcdyauto (220 Ma 3pUTPOLMTAPHOM Macchbl),
KoTopas npouwwsia 6e3 OCNOXXHEHWH C MOBbILUEHWEM YPOBHS
remornobuHa go 101 r/n. MauneHTy NpoBenyU KOMMAEKCHoe
K/IMHUKO-NabopaTopHoe U reHeTMueckoe obcnefoBaHue, No
JaHHbIM KOTOPOro YCTaHOB/IEH AUarHo3 «BbipakeHHbIH dpub-
pO3 neyeHn B Ucxode HAUIEQTBEHHOM DPUKTO3EMUN. AHeMMs
CMellaHHOro reHesa (noctremopparuyeckas, B, - n donue-
BOAEMHUNTHASA) CPELHETAXKENOMN cTENeHH. ATONMMUYECKUH Lep-
MaTuT (LeTcKas apuTEMaTO3HO-CKBaMO3Has hopma), IoKabHO
OCJIOXKHEHHBIW BTOPUUYHOW WH(eKuuen. MNuwesasa anneprus:
OCTpas KpanuBHULA U aHTMOOTEK Ha ynoTpebieHue pbibbi».

Jleuenue, HasHaueHHOe No pesysbTataM obcnefoBaHUA
U KOHCY/IbTaLuuK CneLuaanucTos:

* cTporoe MOXV3HEHHOE UCKJIloUeHHe hPYKTO3bl, CaXapos3bl

U copep>KaLLMX UX NPOAYKTOB;

* cobnogeH e runoannepreHHoN AMeTbl, UCKoUeHHe pbibbl
6esbix COpTOB;

* BuTamuH B,, no 100 mMkr BHYTpHMbIWeyHO yepes aeHb Ne7,
nanee 1 pa3 B Hegenio;

* acKOpOHUHOBas KMC/IOTa;

* sutamuH D, no 1500 ME & aeHb nocTosiHHO;



* ponresas kucnota no 1 mkr 1 pas B geHb;

* BUTaMMUHbI AnA 6ONbHbIX caxapHbiM auabetom no 2 Tabnet-
Kku 1 pa3 B AeHb;

* LLIEeTUPU3WH WK JIEBOLETMPHU3HKH Mo 5 Kanesib 2 pa3a B CyTKM
B TeyeHue 10 gHew;

* Ha MecTa KOXHbIX MPOSB/NEHUIA aTOMUUYECKOro AepMaTu-
Ta — Kpem mMeTunnpenHusonoHa auenoHat 0,1% 2 pasa
B CyTKW 7 oHel, panee 3 gHA 1 pa3 B AeHb, 3aTeM 3 pa3a
B HeZle/lo B Te4eHWe MecsLa, B OCTasbHbl€ JHW TMMEKPOJIN-
myc 1% 2 pasa B feHb B Te4eHHe MecaLa, 3aTeM Yepes eHb
2 Mec Ha MecTa b6bIBLIMX BbICbINAHWI C Liesblo NPOUNaKTH-
KW 060CTpeHus;

* Ha YUaCTKH BbICbINaHW#H B 061ACTH NyHe3ansaCTHbIX U KOEHHbIX
CYCTaBOB YTPOM W BEYEPOM B TeueHHe 7 OHEH TOHKUM C/IoeM
HaHOCWTb KPEM HaTaMHLMH + ruApPOKOPTU30H + HEOMMLWH;

* 3MONEHTbI A1 YBNAXKHEHWS U BOCCTaHOBeHUs Bapbep-
HOW (DYHKLMK KOXKH — Hapy>KHO Ha BECb KO>KHbIA NOKPOB
3 pa3a B AieHb UK N0 NOTPEOBHOCTH A/IMTENbHO;

* B BaHHY [06aBNATb CPEACTBA CO CMArYAOLWMM W NPOTHBO-
3y[HbIM AEUCTBUEM;

* PEKOMEHA0BAHO UcC/ieaoBaH1e KpoBu MeTogoM ImmunoCap
cneurdgUUeckux UMMyHornobynuHos E k Monoky, roesaauHe,
nieHuue, 6enKy v XKenTKy auua.
3a MexrocnuTanbHbli Neprog, € MioHs no okTabpb 2021 ropa

y nauueHTa 6bla NOBTOPHbIM NPUCTYN BPOHX00BCTPYKLMH, ABa
anu3opa peoTbl (Haubonee BepOATHO — Ha hOHe HapyLleHHs
OueTbl) U aBe (EMOTPAH(QY3UN — nocnefHAs npy ypoBHe re-
morno6uHa 40 r/n ¢ ero noBbilWEHWEM NOC/E BBEAEHUA 3PH-
TpouuTapHou maccbl go 100 r/n. B (BS3U ¢ HEIQHEKTUBHOCTHIO
MPOBOQUMOI0 MEYEHNS! peBEHOK NOBTOPHO MOCTYNWA ANA AO-
obcnefoBaHus B racTpoaHTeponoriueckoe otaeneHve HMUL|
3a0poBba aetei B oktabpe 2021 roga B Bospacte 2 niet 5 mec.
3a Bpems npebbiBaHWA B CTaUMOHape OoTMeueHbl 3NU30Qbl Me-
NeHbl ¢ HapacTaHWeM B aHasM3ax KPOBW aHeMuH, TpeboBasLuen
reMoTpaHcgy3um nepes AUarHoCTUYECKUMHU BMELLIATEIbCTBaMU
(20 v 26 okTs6ps no 150 mn apUTPOLMTapHO#H Macchl).

Lns cbopa bonee paclIMpeHHOro aHamMHe3a NpHUraacu-
nv 0bonx pogutenein. Mpu ocMoTpe y oTua 0bHAPYKUAW NUr-
MeHTHble NsTHa Ha rybax (puc. 8). B xoge onpoca yaanocb
BbISICHWTb, UTO y AA€AYLUKM M OTua NOQTBEPXKQEH anarHos CrIE.
Mpuuém y oTua 6bi 3NU30[, KULLEYHOW MHBArMHALMK C XUPYP-
rMyeckum BmeLuatesibcTsoM. B npouecce onepaunu peseumnpo-
BaJIM YUACTOK KHLLUKM, a B NpocBeTe BU3YANU3MPOBAaNN nonun.

Mpu 0tMOTPE PEBEHKA TaKk>Ke BbISBHUIU IEHTHUIO HAa HUXKHEM
ry6e (puc. 9), uto gano ocHoBaHwe 3anoQo3puTs (M€ y manbumka
W Ha3HauWTb reHeTHUyeckoe obcnefnoeaHre. OgHako Hannyne
MyTauun e reHe STK'11 He nogteepaunocb. Henndopmarue-
HbIM BbI/IO M PEHTrEHOKOHTPACTHOE UCCiefjoBaH1e C HapueMm.
He ynanocb BM3yannM3aupoBaTtb NOMMbI U B XO4E racTpo- U KO-
JIOHOCKOIMWK, a NPOBECTH SHTEPOCKONMIO HE MPEQITABAAN0CL
BO3MOXXHbIM M3-3a BO3pacTa nauMeHTa (He pekomMeHAoBaHa AJis
netei oo 8 net?). Mo gaHHbiM Y3U, kpoMe paclumpeHus netesb
KMLLIEYHHMKA, NaTONIOrMYecKnx obpasosaHui B BPIOLLHOM Noso-
CTH He OBHapy»KeHo.

C yYETOM KJIMHWUYECKOW KapTHHbI, OTArOLEHHOrO CEMENHO-
ro aHaMHe3a U COCTOSIHUSA PeBEHKA A1S YTOUHEHUS UCTOYHUKA
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Puc. 8. fleHTnro y otua naumeHTa

Puc Q. fleHtnro y pebeérka.

KPOBOTEUYEHUS HAa PACLUMPEHHOM KOHCHIMYMe 6blo NPUHATO
peweHne o npoBeaeHUH QVIdI'HO(TI/NE‘(KOI?I nanapoconuu. B xope
BMeLLATe/IbCTBA BbISBUJIM KOCBEHHbIW MPU3HAK HaIMUUS NOJK-
na — BTsDKEHHe y4acTKa CTEHKW TOHKOM KuLkW B 10 cm oT cBA3KM
Tpenua. Mockonbky obpasosaHHUe pacnonaranocb HETUNUUHO,
Aanee BbiNOJIHUINU MI/IHVI'I'IdI'IdDOTOMHbIVI PA3PE3 U IHTEPOTOMMUIO.
OB6Hapy>Kuu (UIAHTCKUIA MOAMI, 3aKPbIBAIOLLMI MPOCBET KMULLIKH
(2X%2 cm), Ha NOBEPXHOCTU KOTOPOO NPHUCYTCTBOBA/IM MPU3HAKH
aKTUBHOTO KpoBoTeueHus. Matonoruyeckoe obpasosaHue pese-
LIMPOBaJI1, MOC/IE YErO YLUNIIU CTEHKY KHULLKH.

Ha cnepytolimi peHb nocne onepauuu nauueHTa nepesesu
B 0BbluHYI0 Nanaty xupypruyeckoro otaenenus. Mocneonepa-
LIMOHHbBIW Nepyod npoTtekan rnagko. KuweuHoe kposoTeueHue
6b1/10 KYNMPOBaHO, a YPOBEHb reMorsiobuHa cTabunuanposaH.
Pe6éHKa BbinUCanu U3 CTauMoHapa Ha 7-e CYTKMU B yOB/eT-
BOPHUTENIbHOM COCTOSIHWU. Pogutenu nonyunnu PEKOMEHQA-
UM/ NpoBecTU MasibiuKy UCC/ieflOBaHWE BCEX KOAWPYHOLLUX
W NpUNEralLMX UHTPOHHbIX obnacten reHa STK77, a npu
JanbHENLeM AeTOPOXKAEHUU B CEMbE XKe/aTe/ibHa KOHCY ibTa-
LM reHeTHKa.

[MpenctaBneHHbii NpUMep M3 peanbHOW KAWHUYECKOW
NpPaKTUKK NOATBEPXKAAET TOT (haKT, uTo TWATENbHO (0OPAHHbLIN
dHAMHE3 (B TOM YMcCne CeMelHbIH) U BHUMATE/IbHbIM OCMOTP
JieXKaT B OCHOBe BepHU(PUKALIMKU 3TOrO CJIOXKHOFO U PELKOro 3a-
6oneBaHus, a CBOEBPEMEHHOE XMPYPrUYeCcKOe BMELLATEIbCTBO
cnocobcTByeT NPEQUMNPEXXQEHNID THKENLIX 0CUI0KHEHNI v Bbi-
CTpOM peabunuTaumu nauueHTa. Q'S?
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