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Pesome

[MepBuunas nunuapHas quckunesus (I1LJ]) — penkoe reHeTHUYeCKH IeTEPMUHUPOBAHHOE 3a00I€BaHKE U3 TPYIIIBI LIMJINOMATHIT, OCHOBY KOTO-
pOro cocTaBiisieT IeeKT yabTPACTPYKTYPhl PECHIUYEK IMUTEIHS PECITMPATOPHOTO TPAKTA ¥ aHAJOTUYHBIX UM CTPYKTYP (KTYTMKHU CTIepMAaTO30M-
TIOB, BOPCUHBI (haJTONUEBBIX TPYO, SMEHIANMBI KETyI0YKOB U Ip.), B pe3yJIbTaTe KOTOPOrO HAPYIIAIOTCS UX ABUraTebHble GyHKIUU. B HacTosI-
IVl MOMEHT BBIIEIISIIOTCS Pa3TMYHbIe KITMHUKO-TeHETUIeCKUE BAPUAHTHI 32a00JI€BaHMUsI, UTO TIO3BOJISIET MOBBICUTH 9((HEKTUBHOCTD MTPOBOIUMO-
ro AMHaMMYecKoro oocienoBanus U jgedeHus. Lleabio paboThl SIBUIOCH OMUCAHKE COOCTBEHHOIO KJIMHUYECKOrO HAOJIONEHUS 3a MallUeHTKON
C BBISIBIICHHBIM penikiuM BapuantoM [1LJ] B couetanuu ¢ mytanueii B rene ENG, OTBETCTBEHHOM 3a (hOPMUPOBaHKE HACIEACTBEHHON TeMOppa-
rideckoii TeeanrnakTasuu (HI'T) 1-ro TrIma, KOTopast Takxke SIBISIETCS PEIKUM HACJIEACTBEHHBIM 3a00JIeBAHUEM, TIPOSIBIISIIOIIMMCST Pa3TMIHbI-
MU COCYAUCTHIMU TUCIIIA3USIMU, B T. 4. apTEPUOBEHO3HBIMU MalbhOPMALIUSIMU B JIETKHUX, YTO MOXET CYIIECTBEHHO YXYAIIAaTh TeYeHUe 3a001e-
BaHUs U OBITh TIPETUKTOPOM HEOIArONPUSITHOTO Mcxona. 3akimodenne. [1o TaHHBIM KIMHUYECKOTO HAOTIONEeHMSI TIPOJIEMOHCTPUPOBAHO COUETa-
HUe JBYX PEIKMX TeHETMYEeCKUX 3a00IeBaHUIA Y peOeHKa. YHUKAIBHOCTD CIIy4dasi COCTOUT TaKXKe B TOM, YTO BbISIBJICHHAs peliKasi MyTalusl B TeHe
DRC1, orsevarorias 3a opmuposanue [111, He cOMpoBOXIAETCS OTEPE MOABUXHOCTH PECHUYEK MEPIATETIBHOTO SITUTEINUSI, YTO SIBIISIETCSI
dakTopoM, eliie 6oJiee 3aTPYTHSIONIUM TUarHOCTUKY.

KnioueBbie cioBa: neTu, mepBUYHas LIMIUApHasl IMCKWHE3Us, HACAEICTBEHHAsl reMopparnyeckasl Tejaeanrakrasusi (tun 1), 6onesnb Panmio—
Ocnepa—Bebepa, aprepuoBeHo3Hast Maibdopmanust, DRC1, ENG.
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Druyeckas 3kcnepTusa. [1pu onmvcaHuy KIIMHUYECKOTO HAOTIONECHMSI NCITOJIb30BaHbI JaHHbBIE MAIMEHTa B COOTBETCTBUM C TTOAITMCAHHBIM T0OPO-
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A rare variant of primary ciliary dyskinesia in combination
with hereditary hemorrhagic telangiectasia type 1:
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Abstract

Primary ciliary dyskinesia (PCD) is a rare genetic disease belonging to the group of ciliopathies. The disease develops because a defect in the ultra-
structure of the epithelial cilia in the respiratory tract and similar structures (sperm flagella, villi of the fallopian tubes, ventricular ependyma, etc.)
disturbs their motor function. Currently, various clinical and genetic variants of the disease are distinguished, increasing the effectiveness of dynam-
ic examination and treatment. Aim. In this article, we describe a patient with a rare variant of PCD that we identified in combination with a mutation
in the ENG gene responsible for the development of hereditary hemorrhagic telangiectasia type 1 (HHT-1). HHT-1 is a rare hereditary disease that
manifests as various vascular dysplasias, including arteriovenous malformations (AVM) in the lungs, which can significantly worsen the course of
the disease and be a predictor of an unfavorable outcome. Conclusion. The presented case demonstrates a combination of two rare genetic diseases
in a child. The uniqueness of the case also lies in the fact that the identified rare mutation in the DRC1 gene responsible for the development of PCD
is not associated with a loss of motility of the cilia of the ciliated epithelium, which makes the testing and the correct diagnosis even more difficult.
Key words: children, primary ciliary dyskinesia, hereditary hemorrhagic telangiectasia (type 1), Randu — Osler — Weber disease, arteriovenous
malformation, DRCI, ENG.
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OCHOBY Takoro peakoro 3a0ojeBaHusl, KaK MepBUYHas
uuauapHasg auckuHesus (ITH), coctaBaser nedexkT
VIABTPACTPYKTYPHI PECHUYEK SITUTEIINST PECITUPATOPHOTO
TpakTa U aHAJIOTMYHBIX UM CTPYKTYP (KTYTUKU CriepMa-
TO30MI0B, BOPCHHBI MATOYHBIX TPYO, PECHUYKHU SIICHIN-
MBI KeJTyI0YKOB MO3Ta U 1Ip. ), KaK IMPaBUJIO, TIPUBOISIINE
K HapyLIEHUIO UX IBUTATEIbHOM (DYHKIIMY U ITOCIISIYIOIIIe-
MY Pa3BUTUIO XPOHUYECKOTO BOCTIAJIMTEILHOTO TTIpoliecca.

ITLLJI — reHeTUYECKU AETEPMUHHUPOBAHHOE 3a00Jie-
BaHUeE, MPEUMYIIECTBEHHO HacCJIeLyeMOoe IT0 ayTOCOM-
HO-PEIeCCUBHOMY THUITY, OMTHAKO Ha CETOMHSIIITHUI TeHb
cyliecTBYIOT X-ClLeMJIeHHbIe BapUuaHThl U 1 BapuaHT,
HacJIeIyeMblii TI0 ayTOCOMHO-IOMWHAHTHOMY THITY, CO-
TIPSKEHHBIN ¢ MyTatueit B rene FOXJ 1.

PanHss ManudecTalms CHMIITOMOB, TOTAJIBHOCTB T10-
paXXeHUs peCIMPATOPHOMN CUCTEMBI Y PELIMAVBUPYIOLIIA A
XapakTep MH(GEKIN BEPXHUX U HUKHUX JbIXaTeTbHBIX
ITyTelt SIBISIOTCS KITIOYEBBIMU B KIIMHUYECKOI KapTUHE
IMLA. OcHoBomonaramlinme KJIMHAYeCcKre Mpu3HaKku,
no3BoJstonye 3anoao3puth [, nposiBasitores y nereit
C TIEPBBIX THEW XXU3HU B BUIE CTOMKOTO IMPOAYKTUBHOTO
KaIlTSI ¢ OTXOXICHUEM CIIM3UCTO-THOMHOM MOKPOTHI,
3aTPYIHEHUSI HOCOBOTO IbIXaHUS ¢ HAIMIUEM OTIEIIsI -
eMoro (Hepeako HaOaogaeTcsl Ha3allbHasi OOCTPYKILIMS,
CBsI3aHHAs C HaJIMYMEM ITOJIUIIOB), CHIMDKECHHUS CIyXa
BCJICICTBHUE TIEPCUCTUPYIOIIETO MJIN XPOHUIECKOTO OTHUTA,
ONIBIIIKY TIPU (DU3UUYECKOIN HArpy3Ke MU B ITOKOE TP
oboctpeHusx. [1st aycKyabTaTUBHON KapTUHBI B JIETKUX
TaKKe XapaKTepHO 00WMINe pa3HOKATNOEPHBIX BJIAXKHBIX
XpUIIOB. Y MAaIlMeHTOB C HAN0O0JIee TSKEITBIMU TIPOSIBIIC-
HUSIMH BCJICAICTBHE XPOHNYECKOM TUTIOKCUM OTMEUAIOTCSI
pasnuyHble 1e(OPMALMU IPYIHON KIETKU U U3MEHEHMSI
HOTTEBBIX (baJIaHT MaJIbIIEB IO TUITY «0apabaHHBIX MaJI0-
YyeK» 1 HOITEl B BUJIE «4aCOBBIX CTEKO» [1].

B pasHbie Bo3pacTHBIE TIEPHUOIBI Ha TIEPBBIN TIJIaH
MOTYT BBICTYIIaTh pa3IMYHbIe KIMHUYECKUE MPOSIBIIE-
HUS, B CBSI3U C 3TUM IHddepeHIInaTbHasT TMarHOCTH -
Ka BKJIFOYaeT MHOXECTBO HO30JIOTHUI, TAKMX KaK BPO-
JKIEHHBIE TIOPOKHU Pa3BUTHUSI OPOHXOJETOYHOM CUCTEMBI
(AM30HTOreHeTUYeCKre OPOHX0IKTa3bl, OPOHXOJIETOU-
HbI€ KUCTHI, TPaXeo- WJIM OPOHXONUILEBOIHBIE CBUIIIH,
cuHapoM Bunbsimca—Kambenna u ip.), MyKOBUCLIUI03,
UMMYHOIE(UIIMTHBIC COCTOSIHUS, IJTUTEJILHO HaXOIs-
1Ieecs B IbIXaTeIbHbIX MYTSIX MHOPOAHOE TeNO, Ne(UITUT
0O, ~aHTUTPUIICMHA, TIOPOKM Pa3BUTHs CEP/LIA U COCYIOB,
TyOepKYJIe3, JISTOYHBIN MUKODAKTepHO3, HEKOTOPKIE (hop-
MBI MY>KCKOTO 1 XXEHCKOTO OeCIIOArs, He CBSI3aHHBIE
c ML [2].

ITpu kommiekcHoM obcnenoBaHuu nauueHTa ¢ ITLJT
MIPOBOASITCS MHOTOYMCIICHHBIC NCCIIeT0BaHUS (DYHKIIN
BHEIITHETO IbIXaHUsI ¢ UCITOJb30BAHMUEM CITMPOMETPUH,
oonuruieTU3Morpadun 1 MyJIbCOKCUMETPUU; PEHTTEHO-
JIOTUYECKUE ¥ JIy4eBbIe METOIbI BU3YaJIN3allnM JIETKUX
1 OKOJIOHOCOBBIX ITa3yX HOCA; MUKPOOMOIOTHYECKOE
HCClIeI0BaHNEe MOKPOTHI I OPOHXOAIBBEOJISIPHOM Jia-
BaXKHOU >XXMIKOCTH C 11eJIbl0 BepUbUKALUU BbIAEICHHON

MUKPOMDJIOPHI U ONpeAeeHUs] YyBCTBUTEILHOCTH K aH-
THOAaKTepHaTbHBIM TIperrapaTaM (OOBIYHO COCTaB IIPeI-
CTaBJIeH TAKMMU MUKpOOpraHu3Mamu, Kak Haemophilus
influenzae, Streptococcus pneumoniae u Staphylococcus
aureus, pexe — Pseudomonas aeruginosa); a Takxe vcciie-
JIOBaHUE CIyXa M COCTOSTHUSI CPEIHETO yXa IIPU ITOMOIIN
TOHAJIBHOM ITOPOTOBOM ayAMOMETPUM U aKyCTUUECKOUN
uMneHaaHcomerpuu. JlabopatopHasi AMarHOCTUKA TTPU
5TOM HarpaBJjieHa Ha OTIpe/ie/IeHre BOCTIAJIMTETbHOM aK-
TUBHOCTH U CTEIICHU IBIXaTeJIbHOM HETOCTATOYHOCTH.

K HacrosiimemMy BpeMeHHU, K COXAICHUIO, HE CIIOXKM-
JIOCh €AMHOTO «30JI0TOr0 cTaHAapTa» auarHoctuku ITLJT.
Kak rmpaBuio, 1MarHo3 yCTaHaBJIMBAeTCsl HA OCHOBaHUHU
XapaKTepHOU KIMHNYECKOU KaPTUHBI B COYCTAHUM C Pe-
3yJbTaTaMU CHEUATbHBIX UCCASIOBAHNMI, TaKNX KakK
orpezesieHre YPOBHS OKCHIIa a30Ta B BbIIBIXa€MOM BO3-
nyxe (y 6osbiinHcTBa manueHToB ¢ [TI] ypoBeHb Ha-
3anbHOT0 NO pe3ko cHIKeH) [3], aHaaM3 9acTOTHI U IMaT-
TEPHOB OMEHUST PECHUYEK U3 MOJOCTU HOCa 1 OPOHXOB
ITyTEM BBICOKOCKOPOCTHOTO BUI€0aCCUCTUPOBAHHOIO MU~
KPOCKOIMYECKOTro aHaau3a [4], oOHapyXeHue aHOMaJIuu
CTPOCHUS PECHUYEK IPU 3JEKTPOHHON MUKPOCKOITUH
ouomnTaTa U3 MOJOCTH HOca UK OpoHxa [5], MUKpPOCKO-
MUYECKOe UCCIe0BaHUE ISIKYIISITA Y AeTel MyoepTaTHOTO
U CTaplIero Bo3pacra.

B mocnenmHue ronbl HapaBHE ¢ BUICOACCUCTUPOBAH-
HBIM aHAJIM30M ITPU BepUMUKAIIMN ¥ YTOUHEHUH TUArHO-
3a [N1I/] xmtoueBoe 3HaYeHHE TPUOOPETAIOT FeHETUYEeCKHe
METOJIbI IMarHOCTUKU. [ToTHOEe CeKBEHUPOBAHUE IK30-
Ma, TT0 TaHHBIM OT€UECTBEHHOM JTUTEPATYPHI, TTO3BOJISICT
YTOUYHUTH 3a00j1eBaHue y 74 % nauueHToB [6]. [ToMumo
YTOUHEHUSI AUArHo3a, pe3yJibTaTbl TEHETUYECKOTOo 00cIe-
JTIOBaHMS TTO3BOJISTIOT CPABHUTD IMAIIMEHTOB C PAa3TUYHBIMU
KJIMHUKO-TeHeTnueckuMmu Bapuantamu 111 1 criporHo-
3UPOBATh TEUCHUE 3a00JICBaHUS B OYIyIIIEM.

B HacTosAIIMIT MOMEHT BBIIEISIOTCS CHAEIyIOlINe
4 rpynmnsl KIWHUKO-TeHeTHYecKuX BapuaHToB [TLIJI,
OCHOBAHHBIC Ha CTPYKTYPHO-TCHETHYECKIX aHOMAJIUSIX
LIVTAUL

*  C aHOMAJIMSIMU AUHEUHOBBIX PyUeK (KakK BHYTPEHHUX,
TaK ¥ Hapy>KHBIX);

* ¢ aHOMAaJIMSIMU B IICHTPaJIbHOM KOMILIEKCE;

* C aHOMAaJMSIMM B KOMIUIEKCE MpeABapUTEIbHOM cOOp-
KU LWINK;

* CTreTepo3UTrOTHBIMM BapMaHTaMU B FeHaX, HacjIemaye-
MBbIX IO AyTOCOMHO-peLeCCUBHOMY TUMY [7].
KinmHuKo-TeHeTHUUeCKMii BapuaHT ¢ aHOMaJIUSIMU

B reHax, KOIMPYIOLINX OeJIKU LIEHTPAJIbHOTO KOMILJIEKca

pECHMUEK, a TaKKe MPUBOISIINIA K Ie30praHu3aluy aK-

COHEMBI MUKPOTPYOOUEK, CBSI3aH ¢ MyTallMSIMU B TeHaX

HYDIN, STK36, CCDC39, DRC1, RSPHI, DNAJBI3. Taxk,

B yacTHOCTU, TeH DRC ] KonupyeT LieHTpaJabHbIil KOMITO-

HEHT HEKCUH-TMHENHOBOTO KOMILIEKCA, KOTOPBI UTPAET

KJTFOUEBYIO POJIb B MOIEPKAHUHY CUMMETPUYHOCTH U 11e-

JIOCTHOCTHU TUCTAJIbHON YaCTU aKCOHEMBI, PETyJIMPYyeT

CUHXPOHHOCTb CKOJbXEHUSI MUKPOTPYOOUEeK, a TaKxke
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CTaOMIM3UPYET COOPKY OEJIKOB BHYTPEHHUX TMHEUHOBBIX
pYYeK M paguabHBIX CITUIl. MyTalliy B JAHHOM I'eHe CO-
MPsDKEHBI ¢ Ie30praHn3aeil CTPYKTYPhI LIEHTPAJIBHOTO
KOMIUIEKCA ¥ MOAYJISILINY OMEHUSI IMJTUAPHOTO STTUTEIIHSI,
M3MEHSISI KaK 4acToTy, TaK 1 XapakTep IBKeHus. BaxHo
OTMETUTb, YTO MIpU MyTalusIX B reHe DRC, BbISIBAEHHOM
y TTALIMEeHTKY, ONMMMCAaHHOU B KIIMHUYECKOM HAOJTIONCHUN,
(byHKIIMOHABHBIC HAPYIIEHUS] PECHUYEK HE COMPOBO-
JKIAIOTCS UX TMOJTHOM HEMOIBUXKHOCTBIO, a ITPOSIBIISTIOTCS
HECOCTOSITEIbHOCTbIO OMEHMST, YTO MOXET 3aTPYIHUTD
IUaTHOCTHKY [8].

Y manueHToB ¢ JaHHBIM KJIMHUKO-TEHETUICCKUM
BapuaHTOM OMpPEAeIsieTCsl psii OCOOEHHOCTE TeUeHUs
3aboneBanust. Hanpumep, npu ouienke nopaxenus JIOP-
OpTaHOB OTMEYaeTCs caMasl HU3Kasl 9acToTa TYTOYXOCTH
Pa3IMYHOM CTEIEHU BBIPAKEHHOCTU IO CPAaBHEHUIO
C IPYTMMU KJIMHUKO-TeHETUYECKMMU BapraHTaMM; aHa-
JIOTUYHBIE MOKa3aTeIu OTMEUAIOTCS U MPU OLIEHKE CTe-
TTeHU BBIPAXKEHHOCTH XPOHUYIECKOTO cuHycuTa. OIHAKO
rmoxasaresi (PyHKIIMY BHEITHETO AbIXaHUsI 110 CpaBHe-
HMIO C TAKOBBIMM y MALIMEHTOB APYTUX TPYIII IIPU ITOM
cHukeHblI [9]. Takxke 1Mo NTaHHBIM KOMITbIOTEPHO TOMO-
rpacum (KT) gacTora BEISIBICHHUST OpOHX03KTa30B Cpeau
MALAEHTOB C aHOMAJIMSIMU LIEHTPAJIIBHOTO KOMITJIEKCA
COMOCTaBMMa MO CTPYKTYPE C TAKOBBIMU y TAIIUEHTOB
npyrux rpyn [10].

OcHosHeIe 1eu Tepanuu [T 1 HarmpaBieHBI ITaBHBIM
o0pa3oM Ha TpeayIlpexkIeHre 1 jeueHrne o00CTpeHu
XPOHUYECKOTO MH(MEKIIMOHHO-BOCTAINUTEIbHOIO MPO-
1iecca B OpOHXOJIETOYHOM cUcTeMe, BEPXHUX JbIXaTesb-
HBIX ITyTSIX, OKOJIOHOCOBBIX ITa3yxax 1 cpeaHeM yxe. [1pu
5TOM TJIaBHOI IIEJIbIO SIBJISICTCST TIpeAyIpexkneHue op-
MUPOBaHMSI OPOHXOZKTA30B 1 KaK MOXHO OoJsiee 10Jroe
COXpaHEHUe JIETOYHOU (pyHKIMU. [ 3TOTO UCTHOIb3Y-
eTCs MHTAJIIIIMOHHAST MyKOJUTHYeCKasT M OPOHXOIUTH -
YyecKasl Teparus B COYeTaHUM C Pa3TMIHBIMU METOIaMU
PEryJasipHOTO IPpeHUPOBaHUSI OPOHXUATBLHOIO AepeBa Mpu
WCTIOJIb30BAaHUM TTOPTATUBHBIX JbIXaTeJbHBIX TPEHAXKE-
poB. Takke Tepamnus HallpaBjieHa Ha TIpeAyIIpeKIcHIE
pa3BUTHS MH(MEKIIMOHHOTO BOCITAJIUTEIBHOTO Mpoliecca
B nmopaxxeHHbIX JIOP-opranax. 1o mokazaHusiM UCToJib-
3yeTcsl aHTUOaKTepuaabHast U TPOTUBOBOCTIAJIUTETbHAS
teparust. OniepaTUBHOE JieUeHNE HIKHUX TBIXaTeTbHBIX
nyreil y nauueHToB ¢ [T/l npuMmeHsieTcs KpaliHe peako.

HacnencrBenHasi reMopparuyeckas TeJieaHIMAKTa3ust
(HI'T) Takxe siBJsieTCSl peIKUM HacJIeACTBEHHBIM 3200-
JIeBaHMEM, KOTOPOE pa3BUBAETCSI B JETCKOM BO3pacTe
1 XapaKTepHU3yeTCsl pa3IMIHBIMKU COCYIUCTHIMU neeK-
tamu. HI'T Takke nu3BecTHa Kak 60je3Hb Panmio—Ocie-
pa—Beb6epa (bPOB), HazBaHHas Tak B UeCTb OMUCABILINX
ee Bpaueid, HacJIeayeTcs 10 ayTOCOMHO-IOMUHAHTHOMY
TUITY ¥ XapaKTepu3yeTcs 00pa3oBaHUEM TeJICaHTUIKTA-
3UI Ha KOXE U CIAM3UCTBIX 000JI0YKaX, apTEPHOBEHO3-
HbIMU MasibdopMaiusgsmu (ABM) Bo BHYTpeHHMX opra-
Hax, a TaKXKe TeMOpPparndecKuM CUHIPOMOM Pa3TMYHOMN
Jlokanu3aluu. TeaeaHrnaKTa3uu NpeacTaBisiioT coooi
Hebombire ABM, cKIOHHBIE K KPOBOTEUEHMIO, KOTO-
pbI€ BBI3BIBAIOT y TIALIMEHTOB 3HAUUTEIbHbIE HEYT00CTBA
B MOBCEAHEBHOM ku3HU [11].

PacnpoctpanenHocts HI'T B pa3HbIX cTpaHax cocTaB-
gset ot 1:5000 g0 1:80 000, B Poccuun — 1: 50000 [12].

OnHako 1o TaHHBIM HEKOTOPBHIX UCTOYHUKOB, YacToTa
BCTPEYAEMOCTU HECKOJIBKO BBIIIIE, YTO, BEpPOSITHEE BCE-
T0, CBSI3aHO C TPYIHOCTBIO TMATHOCTUKU U TeM, 9TO OC-
HOBHBIE KJIMHUYECKUE CUMITTOMBI IIPOSIBIISIIOTCS B O0JIee
B3pocjioM Bo3pacTe [13].

Oxko10 90 % ciyyaeB CBSI3aHBI C T€TEPO3UTOTHBIMU
Mytauussmu reHoB ACVRL I wiu ENG, KOTOpbIe, COOTBET-
CTBEHHO, KOIMPYIOT PELIETITOP KOCTHOTO MOP(OTeHETH -
YeCcKoro OeJika (aKTUBMHOBAS peLieNTOPOIoA00HAast KMHa-
3a-1 — ALK-1) 1 kopeuenTop rnoj Ha3BaHUEM SHIOTIUH
(ENG). ¥ manmenTtoB ¢ HI'T 1-ro tuma (HI'T-1), cBs13aH-
Hoi1 ¢ myTanueii reHa ENG, yactora BctpedyaeMocti ABM
B JIETKMX M TOJIOBHOM MO3Te 0oJjiee BbICOKasl. Y MalleHTOB
¢ HI'T 2-ro Tuna (HI'T-2) ormeuaetcst 60os1ee BICOKUI
puck obpazoBaHust ABM B nedyenu. [1o naHHBIM uTepa-
TYpHI, BeIsIBIIIeMble y maureHToB ¢ BPOB myTtaunu B reHe
ENG cocrapistior > 61 % cnyuaes, a B rene ACVRL1 —
okoJjio 37 %. He Tak naBHO OOHaApy>KeHBI MyTalluW TeHa
GDF2, xogupytomiero hakTop pocta 1 1uphepeHIITPOB-
KM, KOTOpHIii cBsa3biBaeTcsa ¢ ENG u ACVRLI, a Takxke
reHa SMAD4, xogupytoliero 6eJ10K, nepeaaroluii CurHa-
JIBI OT penernTopa TpaHcopMupyolero paktopa pocta-f3
(TGF-f3). YacToTa BCTpe4aeMOCTH 3TUX IATOJOTUIECKIX
reHETUYECKNX BApMAHTOB COCTaBIIsIET OKOIo 1—2 %. My-
tauus reHa SMAD4 yacTo coyeTaeTcs ¢ MPOSIBICHUSIMU
IOBEHWJIbHOTO nosumno3sa |14, 15].

OOHapy:kKeHHbIC MyTall1, OTBETCTBEHHBIC 3a (POp-
mupoBanue HI'T, napymaror TGF--onocpenoBaHHbie
MyTU MepeJayu CUTHaIa B COCYIMCTBIX SHIOTEINATbHbIX
KJIETKAX, YTO IPUBOIUT K aHOMAJIbHOMY Pa3BUTHIO KPOBE-
HOCHBIX COCYIOB, UX XPYIKOCTU U (popMupoBaHuio ABM.
I'icronormyecku TeaeaHTUAKTa3UU OMMCHIBAIOTCS KakK
paclIMpeHHbIE KaUJUISIPhI, BHUIOXKEHHBIE TIJIOCKUM CJI0-
€M 3HIO0TeUaTbHbIX K1eToK. ABM mpeactaBieHbl CEThIO
TOJICTBIX U TOHKOCTEHHbIX COCYI0B [16].

OCHOBHBIM U HanboJiee pacIpOCTPaHEHHBIM ITPO-
asiaeHuemM HI'T gaBasioTcs peuuanBupyoIlIMe HOCO-
Bbie KpoBoTeueHust (HK), manuductupywoiiue yxe
B IETCKOM WJIM TIOAPOCTKOBOM Bo3pacte (12—16 yer).
TenaHrnskTazum oO6bIYHO TMOSIBASIOTCS TOJBKO MOCJIE
MOJIOBOTO CO3PEBaHMsI, HO MOTYT BO3HUKATh U B Oosiee
B3pocyioM Bo3pacte. OOBIYHO JTOKATU3YIOTCS Ha JIULIE,
rybax, sI3bIKe, JJAMOHSIX U TaJIbllaX, BKIII0Yass HOTTEBOE
Joxe. TeTaHTUIKTa3uu BBITJISIAAT KaK TOHKHE KpacHBIE
U TEMHO-(hUOJIETOBbIE COCYAUCTBIE 3BE3N0YKHU, MTOXO-
XKUe Ha MayTUHKY, OJeqHeon e Mpyu HaJaBIuBaHUM.
ABM nipencTtaBisitoT co00ii aHOMaJIbHbIE CBA3U MEXITY
apTepUsIMU M BEHaAMU, KOTOPbIE OOXOAST KAITWJLISIPHYIO
cucremy [11].

YV nmauuentoB ¢ HI'T yvaiie Bcero HabtonaoTcst He-
CKOJIbKO BapuaHToB ABM 1o Bcemy Teny. Tem He me-
Hee Haubosee BaxkHbie ABM, Ha KOTOpbIe JOJKHO ObITh
0o0pallleHO MpUCTaIbHOEe BHUMAaHWE Bpauyeil, HaxXoasTcs
B TOJIOBHOM MO3T€, JIETKUX, XEeTyI0UHO-KUIIIEYHOM TpaK-
Te ¥ neyeHru. ABM B JIerkKux 1 MO3re MOTYT ObITh OeCCUM-
MITOMHBIMHU. BBIpaxkeHHOCTb KITMHUYECKUX TTPOSBICHUI
3aBMCHUT OT BEJIMYMHBI apPTE€PUOBEHO3HOTO IIYHTUPOBA-
Husi. ABM B Jilerkux MOryT NpuBOAUTH K TUITOKCEMUMU,
KPOBOU3IHUSIHUSIM, MO3TOBBIM abcIreccaM W UHCYIIBTY
BCJIEACTBUE MapagoKcaabHOU 3MO0IUM U HAOII01aI0TCsI
npumMepHo y 15—50 % nauunenTos ¢ HI'T [17].
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Llepedpanbabie ABM MOryT NpuBeCTU K CMEPTEIbHO-
MY BHYTPUYEPEITHOMY KPOBOUITUSTHUIO JaXKe B MJTaeH-
yecKoM Bo3pacre. OHM BCTpedaroTes y 25 % naluueHToB
¢ HI'T. lng nereit Takke XapaKTEpHO pa3BUTUE OCTPOM
naparuieruu Kak cjiefcTBue pa3pbiBoB ABM B ciuHHOM
mo3re [18].

KpoBoTeueHUST U3 KeTyTOUYHO-KUIIIETHOTO TpaKTa
pa3BUBAIOTCS B 0OJIee TTO3MHEM BO3pacTe — Y B3POCIBIX
monaeit 40 neT u crapiie. Takue nalueHThl JOJIToe BpeMst
CTpanaloT xkee301eULIMTHON aHEMUEN.

ABM nedenu HanMeHee U3ydeHbl. OHM MOTYT TIpH-
BOJIMTH K CEPACYHON HEIOCTATOYHOCTH, TOPTAJIBHOU TU-
MEePTeH3UU U 3200JI€BAHUSIM XKeTUeBbIBOASIIECH CUCTEMBI.
I HI'T-2, Habmonaembix y 30—80 % mauueHToB, 0oiee
XapaKTepHBI TTledeHOUHbIe ABM, HO cuMIITOMaTHYECKU
nposiBisiiores auib y 10 % nauuentos ¢ HI'T [14].

Jduarno3 HI'T ycraHaBauBaeTcsl NMpu HaaUuduU
> 3 cnenytomux KpurepueB Kypacao (1997):

* peuunusupytoue HK;

*  MHOXECTBEHHBIC TeJICAaHTUAKTA3UH;

* ABM BHYTpEeHHUX OPraHOB;

» Hanmuuue HI'T y ponctBeHHuUKa |- TMHUM pOACTBA.

JuarHocTtuka npu nogo3peHuun Ha bPOB BkiouaeT
B ce0sI MpoBeAeHUE 00s13aTeJIbHOIO CKPUHUHTA KPOBU JIJISI
IUArHOCTUKW aHEMUU, 3XOKaPIAMOJOTUUECKOTO U YJIib-
Tpa3BykoBoro ucciaeaoBanus (Y3U) cepania u neyeHu,
KT u maruutHO-pe3oHaHcHoi ToMorpacduu (MPT) rpya-
HOI, OPIOIITHOM MOJIOCTU 1 MO3ra C KOHTPACTUPOBAHUEM
st oOHapy»keHus BuclepaabHbiX ABM. I1pu Hanuuum
POICTBEHHUKA |-i TUHUK POACTBA C TTONOOHBIMU CUM-
IITOMaMU ¥ COMHUTEIbHON KIMHNIECKON KapTUHBI pe-
KOMEHIOBaHO IIPOBEACHUE MOJIEKY/ISIPHO-TEHETUIECKOTO
HCCIIEJOBAHU.

Tepanusa HI'T HanpaBieHa B OCHOBHOM Ha MaJIOMH-
BasMBHOE XUPYPrudecKoe JIeueHUe BBISIBIICHHBIX ABM
C yYETOM BKJIaJla IIYHTOB B 0011[e€ COCTOSIHUE OOJIBHOIO
B KaXIIOM KOHKPETHOM CJIydyae, a TakXKe pUCcKa OCJIOXKHe-
HUI, COITPOBOKIAOIINX TOT MJIV MHOM BUI OTIEPATHBHO-
rO BMEIIATeIbCTBA. TeparneBTUYeCKIEe METOIbI JICUCHUS
HampaBJICHBl Ha YMEHBIIIEHE CUMIITOMOB 3a00JIeBaHNSI.
OmHako B MocjieqHee BpeMsi JOCTUTHYT Mporpecc ¢ uc-
MOoJIb30BAaHUEM TIpernapaToB, HalleJEHHbIX Ha (haKToOp
pocra sHgoTenusa cocynoB (Vascular Endothelial Growth
Factor — VEGF) u aHTMOTeHHBIH TyTh, B YaCTHOCTH, MC-
MoJib30BaHue OeBalM3yMada (MOHOKIOHAIBHBIX AaHTUTEN
npotuB VEGF). Kpome Toro, nmo pesyiabTataM JOKJIUHU-
YECKUX MCCIICIOBAHNI BBISIBJICHBI HOBBIC MOJICKYIISIDHEIC
MMIIICHU, HETIOCPEICTBEHHO CBSI3aHHbBIC C CUTHAJIbHBIMU
MyTSIMU, TTIOpaXKeHHBIMU TIPY JaHHOM 3a00J1eBaHNM 3200-
nesaHun (FKBP12, PI13-kuHa3a u aHruonoatuH-2) [19].

Llenbio pa®OTHI SIBUIOCH IEMOHCTPALINS COOCTBEHHO-
T'O OIBITa KIIMHUYECKOTO HAOIIOACHMS 3a MallMeHTKOMN
C YHUKaAJIbHO PEIKUM COUYETaHUEM OIHOTO M3 KIMHUKO-
reHetTudyeckux BapuaHtoB [T u HI'T-1.

Knunuueckoe Habnioperme

IManyenTka 4. 6 net. AHaMHE3 XU3HU: peOeHOK OT 2-ii Gepe-
MEHHOCTH, TIPOTeKaBIIIeil Ha (poHe HU3KOTO TPeIeKaHUsT TITa-
LIEHTBI ¥ YTPO3bI IPEPHIBAHUS Ha S-M MeCSIIIe, BTOPBIX CPOYHBIX
CaMOCTOSITeJIbHbIX pofioB. Macca tesa mpu poxaenuu — 3 300,

nvHa tesia — 51 cM. HeoHaTtanbHbI niepuon npotekait 6e3 oco-
OeHHocTel. [leBouka pociia U pa3BUBaiach COrJIACHO IEKPETHU-
POBaHHBIM cpoKaM. BakiinHalus mpoBOAUIACh B COOTBETCTBUU
C HallMOHAJbHBIM KaJIeHapeM MPpUBUBOK. HaciencTBeHHOCTh
110 AJJIEPTUYECKUM U OPOHXOJIETOUHBIM 3a00I€BAHUSIM OTSITO-
LIEHA — OTEell CTPAIaeT Ha3aJIbHBIM MMOJIUIIO30M U XPOHUYECKUM
OpPOHXUTOM, y JEAYIIKH IO JUHUU OTLA OTMEYAIOTCs MepUo-
IMYECKUe 3MU301bl oAbllKu. Heo0XxonnumMo OTMETUTh, YTO PO-
nurenu neBouku ¢ CeepHoro KaBkasa (110 HallMOHaIbHOCTHU
aBaplibl), COCTOAT B OJIM3KOPOICTBEHHOM Opake.

N3 aHamMHe3a U3BECTHO, YTO peOEHOK OO0JIEET C POKICHUSI.
C IMarHo3oM BpOXEHHasi THEBMOHUS J€BOYKA HAXOIUJIACh
B OTIIEJIEHUU PeaHUMALIMK; € 19-X CyTOK XM3HU MOSIBUJICS CTOW-
KWIii BIaXHBIA Kaliesib. Pe6eHKY HEOTHOKPATHO MPOBOIUIIOCH
obcrieoBaHMe IO MECTY XKUTEJIbCTBA, ObUIM UCKITIOUEHBI MYKO-
BUCLIMIIO3, IEPBUYHBIN UMMYyHoneduuuT. Bee aT0 Bpems co-
XpaHsUICS KallleIb C OTXOXIEHUEM THOMHOI MOKPOTHI U THOM-
HOE OoTaesisieMoe U3 Hoca. B ¢BsI3U ¢ 4acThIMU 00OCTpEeHUSIMU
MoJiyyajla MOBTOPHbIE KypChl aHTUOAKTEpUATIbHON Tepanuu
C KPaTKOBPEMEHHBIM MOJIOXUTENbHbIM 3(hdekToM. B Bo3pacte
2 niet no pesyabrataM KT opraHoB rpynHO# KJIETKU BBISIBIIEH
¢ubpoarenexTas HIXKHEN 10U TIPABOTo Jierkoro. B O6ocobiieH-
HOe CTPYKTYpHOe Tiofipa3nesieHre « HayaHo-uccnenoBarebecKuin
KJIMHUYECKUI UHCTUTYT NEIUATPUN U IETCKOI XUPYyPruu UMEHU
akanemuka O.E.BensruineBa» ®enepaqbHOTO TOCYIapCTBEHHOTO
ABTOHOMHOT'0O 00Pa30BaTeIbHOTO YUPEXKICHUS BbICIIETO 00pa30-
BaHus «Poccuiickuii HalMOHATbHBIN UCCIIeN0BATETbCKUIA MEIN-
urHckuit ynusepcureT umeHu H.U.T1uporosa» MunucrepctBa
3npaBooxpaHeHust Poccuiickoit Denepaiiiu 1eBOYKA BIIEPBbIS
MOCTYIWIA B BO3pacTte 3 JIET ¢ KajlobaMU Ha eXeTHEBHbII TTPO-
IYKTUBHBIH KallleJib, 3aTPYIHEHHOE HOCOBOE AbIXaHUE U YaCThIe
pecrniupatopHbie nHbekMu. [1pn ocMoTpe coctosiHre pedbeHKa
PaCUEHUBATIOCH KaK TSXKEJI0€ 0 OCHOBHOMY 3a00JIEBAHUIO; TIPU
ayCKyJIbTAllMK B JIETKUX ONPEeSIsIOCh OOUTUE BIAXKHBIX XPUTIOB.
[To naHHBIM JTAOOPATOPHOTO UCCIEAOBAHNS KPOBU BOCTIAJIUTEIb-
HbIX U3MEHEHUI He BBISIBJIEHO, TYMOPAJIbHOE 3BEHO UMMYHUTETA
TaKXe He MOCTPaiasio, a MoKa3aTesd KUCIOTHO-1IEJIOYHOTO CO-
CTOSIHUSI COCTABJISITU AOITYCTUMBIE MTPE/IEIIbI.

[1o naHHBIM aIEProJOrNYEeCcKOro 00CIe0BAHMS BbISIBICHO
yBennueHue obuiero IgE, a Takke cneunduyeckue IgE k anm-
nepMucy v nepctu codaku. [1pu olieHke MOp(oa0ru MOKpOThI
OTMeyaJicsl ee CIM3UCTO-THOWHBII XapakTep, YTO MOATBEepKIa-
JIOCh OOWJIMEM JIEUKOLIMTOB B MoJie 3peHusi. [1o pesyapraTam
0aKTepUOIIOTMYECKOTO IMOCEBA MOKPOTBI KIIMHUYECKU 3HAYUMO
MUKPOGIIOPHI He BbIsIBIIEHO. [1o pe3ysbTaTaM peHTreHOJI0rnye-
CKOTo 00CJieOBaHUsI YCTAaHOBJIEHbBI MPU3HAKKU udpoaTesek-
Ta3a CpellHei 101 MPaBOro JIETKOTO, TTOJyYeHHbIE U3BMEHEHUS
noareepxaanuch nanHbIMU KT. PeGeHoK Takke ObUT 0CMOTPEH
BPauOM-OTOPUHOJAPUHTOJIOTOM, YCTAHOBJIEH XPOHUYECKUIA
cuHycut. [Ipr MUKPOCKONTMYECKOM UCCIeNOBaHUU OronTaTa
MEepLATEJIbHOTO MUTEINS CIU3UCTON 000J0UKM HOCA BHE 000-
CTpeHUs 3a00J1eBaHUS HETTOABVXKHOCTU PECHUYEK HE BBISIBJICHO.

[1pyuHKMMas BO BHUMaHUE KIIMHUKO-aHAMHECTUYECKUE U Jla-
00paTOPHO-UHCTPYMEHTATbHbBIE JAHHBIE, Y peOCHKA YCTAHOBJIEH
CJIelyIoIIU i IMarHO3: BPOXKIEHHBIN MOPOK Pa3BUTUSI OPTaHOB
nbixanus, [T, nbixateabHas HeI10CTaTOYHOCTb 2—3-1i CTereHu
(rpu 00OCTPEHUN).

B mutaHe nanbHeliliero BeneHus AaHbl CAEAYIOIINE PEKO-
MEHIaluu:

*  TIOCTOSIHHAs UHTAISLIMOHHAS Tepanusi OPOHXOIUTUYECKUMU

U MyKOJIMTUYECKUMU MpernapaTaMu;

*  TOIKJIIOYEHHE aHTUOAKTEPUATbHON Tepanuu npu 0d60ocTpe-

HUU (C y4EeTOM TaHHBIX O YYBCTBUTEJIbHOCTU MUKPOMIOPHI

K aHTUOAaKTepUaIbHbIM MIpenapaTam);

*  peabWINTALMOHHBIE MEPOTIPUSATUS C TIPOBEACHUEM TTOCT-

YPaJIbHOTO IpeHaxa 1 MepKyCCUOHHOTO Maccaxa.
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Figure. Computed tomography with vascular contrast of patient Ya., 6 years old

B nuHamuke nanbHeitero HaoMoneHUS Y peOeHKa HEOTHO-
KPaTHO BO3HUKAJIX 000CTPEHUS XPOHUUECKOTO PUHOCUHYCUTA
u oponxura. [Tpu ouepenHoit rocriuranu3auuu 1o naHHbiM KT
OPraHOB TPYIHOM KJIETKH MTPU3HAKK OPOHXO3KTA30B C TIEpUOPOH-
XUaJIbHBIMU (DOPO3HBIMYA U3MEHEHHUSIMU B TMHAMMKE COXPaHSI-
JIMCh; oOpalliain Ha ceOst BHUMaHUe MPU3HAKN apTePHUOBEHO3HBIX
LIYHTOB B TPEX JIOKAJTN3ALIMIX, TOATBEPKICHHBIE MTHTEHCUBHBIM
HaKOITJICHMEeM KOHTpacTHOro BemectBa B S1, 6 ciieBa u S7 cripaBa
MPU KOHTPACTHOM YCUJIEHUM (CM. PUCYHOK).

JInst onipenesieHust fajbHe e TaAKTUKY BEASHUS U C yde-
TOM BbIsiBJIeHHble ABM B Jierkux pe0eHOK KOHCYJbTUPOBaH
JIETCKUM TopakaJibHbIN xupyprom. [TokazaHuii mjist iposene-
HUs SMOOJIM3aLIMY IIIYHTOB B HACTOSIIIIEe BPEMsI HE BBISIBJICHO.
PexomMeHmoBaHO TMHAMUUYECKOe HAOJIOIEHNE 32 COCTOSTHUEM
pebeHka.

[Tpu MOBTOPHOM MUKPOCKOMTMYECKOM UCCIETOBAHUU O1O-
nTaTta MeplaTeIbHOTO AMUTENIUS CIU3UCTON 000JIOUKM HOca
B IIeproj1 000CTpeHUst 3a00JIeBaHUS BbISIBJIEHO PE3KO BbIpaXKeH-
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Tabauua
Jlunamura noxazameaeii pynxuuu enemnezo ovixanus navuenmru 5. 6 a1em; %
Table
Dynamics of the respiratory function of the patient Ya., 6 years old; %
Bospacr, rogbl XEN OXEN 00B, noc Moc,, Moc,, Moc,
5 104 114 125 108 13 128 160
6 62 65 72 68 74 83 102

Mpumeyarme: XEI - usHeHHas emkocTs nerkix; ®XXEN - doponposaHas xusHenHas emkocTs nerkux, OB, — obbem dopcuposarHoro Bbitoxa 3a 1-to cexywny, MOC - nukosas obbemHas

ckopocTb; MOC,

25-75

HOE HapylleHue HUIMapHOi yHKLIMY S1uTeus. [1o mTaHHbIM
MMHAMMYECKOT0 HaGII0AeHUS OTOPUHOJIAPUHI0JI0Ta ITOATBEP-
KIEHO TeYeHUEe XPOHNIECKOTO0 PUHOCUHYCUTA, XPOHUIECKOTO
CPEIHEro OTUTA MPU OTCYTCTBUM MATOJIOTMH CIyXa.

C 11e/1bI0 MCKITIOYEeHUsI COCYIUCThIX HAPYIIEHUI TPU UC-
CJIeIOBAaHMM TJIa3HOTO IHA BpauyoM-0(hTaabMOJIOTOM MaToJIO-
IMYECKUX U3MeHeHuii He oOHapyxeHo. [1o pesyabraram MPT
COCYJI0B roJIOBHOro Mo3ra U Y3 OpIolIHOM MOJIOCTU KIMHU-
YeCKU 3HAYMMBbIX U3BMEHEHUI He BBISIBJICHO.

[Tpu onieHke (yHKIIMU BHEIIHETO AbIXaHUS OTMEYaloCh
CHUXEHUE 00beMHO-CKOPOCTHBIX MoKazaTteeit (cM. TabulLy);
obpaliaio Ha ce0st BHUMaHie HEKOTOPOe CHIKEHUE TTOKa3aTe-
JIei HachILeHUsT KpoBU KuciaopoaoM (93—35 %).

C 1LeJIbI0 YTOUHEHHUSI AUarHo3a MPOBEIeHO MOJIEKYISIPHO-
reHeTHYeckoe uccienoBanue. [1o pesynbraTaM MOJHOI€HOM-
HOT'O CeKBEHMPOBAHUSI BbISIBJICHBI TATOI€HHbIE TeHETUYECKIE
BapuaHThI, moaTBepxkaatonme Haauuue [LJ1, a takke HI'T-1.
PesyabTaT monTBepxKaeH NPy MPOBEACHUM CEKBEHUPOBAHMUS
tpuo o Cenrepy. O6HapyxkeH BapuaHT ¢.352C>T rs142371860
(2:2.26421396C>T) rena DRCI B TOMO3UTOTHOM COCTOSIHUM
u BapuaHT ¢.1134G>A 151329127701 (9:2.127824304C>T) rena
ENG B reTepo3UroTHOM COCTOSIHMU, BbISIBIEHHBIN TaKXe Y Ma-
Tepu MalMeHTKU. B majnbHeiileM 1o pe3yjibTaTaM MOJy4YeH-
HOTO FeHEeTUYEeCKOIo UCClIeqOBaHUs IpU 60Jjiee 1eTaJbHOM
YTOYHEHUHU JaHHBIX aHaMHe3a BBISIBJICHO HAJIU4YUE PEIKUX
3IM30/10B HOCOBBIX KPOBOTEYEHMIA Y MaTepu IpobaHia, B CBSI3U
C OTUM CeMbE PEKOMEHIOBAHO MpPOBeAeHHUE 00CIeTOBaAHUS
C LIEJIbIO BBISIBIICHUST TATOTHOMOHUYHBIX U3MEHEHUI B opra-
HaX-MUILCHSX.

3aknioyeHue

Taxum o6pa3oM, Ha OCHOBAHUN KIIMHUYECKHX ITPOSTBIIC-
HMI1 B BUIIE PEIIUANBUPYIOINIECTO MH(MEKIIMOHHOTO MPoIiec-
ca BEpXHUX U HIDKHUX JbIXaTeJbHbIX ITyTel, COMPOBOXKIA-
JOIIETOCS MOCTOSTHHBIM BJIasKHBIM KalllJIeM W THOWHBIM
OTIEJIIEMBIM M3 HOCA, OPOHX09KTa30B M XPOHUIECKOTO
pUHOCHHYCHUTa y pedbeHKa ycraHoBieH auarHo3 ITLI/I.
OnHoBpemeHHo 06 HI'T-1 cBumeTenbCTBOBAIU BhISIB-
JICHHBIE B XOlIe¢ TMHAMWYECKOro ocMoTpa ABM Jerkumx
1 TIPU3HAKY TUTTOKCEMMH, a TAK3KE HACIIeICTBEHHBIN Xa-
pakTep KIMHUYECKUX TTposiBieHunit. CoueTaHre 000X Ha-
CJIeICTBEHHBIX 3200JIEBaHUH Y MALIMEHTKH MMOATBEPXKICHO
pe3yabTaTaMy FeHETUYEeCKOTO UCCIIEIOBAHMSI.

IIporpecc KITMHNYECKOI HAYKX TIOCTOSTHHO O00oTalia-
eT Bpayell HOBBIMU 3HAHUSIMU 00 opaHHBIX OOIE3HIX,
B T. 4. JIETKUX, HEPEAKO HabJoaaeTcsl BapuadeIbHOCTh
WX KJIMHIYECKUX TTPOSIBJICHUIA, UTO 3aCTaBIISIET ITepecMa-
TPUBATh / YTOUHSITh KPUTEPUH NX TUATHOCTUKHU. MHOTHE
U3 3TUX 3a00JieBaHU (KaK 1 cOYeTarolIuecs y mpeacTan-
JICHHOM MallMeHTKW) HOCIT HACAeACTBEHHbI, FeHeTU-

— MaKcumanbHasi 06beMHas CKopoCTb Ha yYacTKe Kpueoii noTok-06bem dopeupoBanHoro Bbigoxa Mexay 25 1 75 % OXEN.

YECKM OMOCPENOBAHHBIN XapaKTep, MO3TOMY OCHOBHbIE
MOATBEPXKICHUST IMarHO3a B TaKUX CJIydasix Bce 00Jibliie
TepeHocaTCs B c(pepy BBIIBICHUS TCHETUUECKUX MapKe-
pPOB 3a00JIeBaHUil. DTO MO3BOJSET MOBLICUTH KAY€CTBO
0Ka3bIBAEMOM MEIMLIMHCKON MOMOILIM, U, YTO HEMAJIO-
BaXKHO, OTNPEAEIUTb TAKTUKY JaJbHENIIEro HaOII0AeHUS
IIJIST YITY4JIIeHUSI IIPOTHO3a TeUeHUs 3a00J1eBaHUIA. YTOU-
HeHue reHeTrueckoro BapuaHTa [1LJI qaeT BO3MOXHOCTD
CKOHLIEHTPUPOBATh YCUJIUS 10 BENCHUIO MALIMEHTA HA TEX
acrexkTax, KOTopble B JaHHOM cyyae HauoOoJiee ysI3BUMBI,
a yctaHoBJieHue 3Thojiorui ABM B Jierkux ornpenessieT
BapMaHTBI TCYCHUSI TaHHOTO 3a00JIeBaHUS B OymdyIlieM
U HaLleJIMBAET HAa COTPYIHUYECTBO C COCYIUCTBIMU XU-
pypramu v ApyruMu BpadyaMu-CIieMajiucTaMu.
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