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PEAKTVBHBIE UBMEHEHVA KPOBU B IIPAKTUKE ITEAUATPA
N AETCKOT'O OHKOAOTA-TEMATOAOTA: OB30P AUTEPATYPbBI
N OIIMCAHUE KAMHUNYECKOI'O HABAIOAEHWA
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PeakTuBHBIE U3MEHEHUA KPOBH — ITO reTepOreHHas IPyIna IMaTOJOTMYEeCKHX COCTOSTHUI, KOTOpbIe
MOTYT BOSHHKATh B OTBET Ha Pa3JIMYHBIE COCTOSHMS: BUPYCHbIE, 0aKTepHaJbHbIe NH(EKINH, TOKCU-
HBI TeJIBMUHTOB, aJIJIepruuecKne areHTsl. [laHHbIe peaKInu 3a4acTyI0 TpeOyIoT nuddepeHuaabHOi
IMATHOCTUKHU CO 3JI0KaYeCTBeHHBIMU HOBooOpasoBaHuaAMHU (3HO) KpoBM U KPOBETBOPHBIX OPTaHOB
(aeiiko3amu, auMpomamu). BaskHO 0TMETHTB, UTO TOJIHKO IIPH KOMILTEKCHOM 00CJIeJOBAHUY IAI[MEH-
Ta ¢ MPUBJIEYEHNEM JETCKOr0 OHKO0JIOra-reMarojiora MoskHo uckaouuts 3HO u nmposectu sTmorpon-
HOE JIeYeHHe, CIOCOOCTBYIOIee HOPMA/IM3alUu IMOKas3aTejieil reMorpamMmsl. B craTse mpuBemeHsI
CcOBpeMeHHbIe JaHHbIe 00 ITHOMATOTeHe3e JeHKeMOUIHBIX peaKIuil, peaKTUBHOTO TPOMOOI[MTO3a,
BTOPUYHOTO YPUTPOIUTO3a U KINHUYECKOE HAOIIONEeHe PAa3BUTHS IICEBIO0JIACTHOI JeiiKeMOMTHOH
Peakiuu ¥ peakTUBHOI0 TpoMOonuTOo3a Ha (hoHEe MH(EKIMOHHOrO MPOoIecca y MAIMeHTa ¢ CHHIPO-
mom Ileiitia—Erepca. CraTss 6yaer moJjie3Ha NIMPOKOMY KPYTy CIEI[HAINCTOB-IIeTUATPOB.

EKntouesvie cnosa: neiikemoudHble peakyul, peaKmusHbLit mpomooyumos, cundpon Ileiimya—Ezepca,
mymayus zena STK11, duaznocmuka.
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Reactive blood changes are a heterogeneous group of pathological conditions that can occur in
response to various conditions: viral, bacterial infections, helminth toxins, allergic agents. These
reactions often require differential diagnosis with malignant neoplasms (MN) of the blood and
hematopoietic organs (leukemias, lymphomas). It is important to note that only with a comprehensive
examination of the patient with the involvement of a pediatric oncologist and hematologist, it is
possible to exclude MN and carry out etiotropic treatment that contributes to the normalization
of hemogram parameters. Article represents current data on the etiopathogenesis of leukemoid
reactions, reactive thrombocytosis, secondary erythrocytosis and a clinical case observation of
the development of a pseudoblast leukemoid reaction and reactive thrombocytosis against the
background of an infectious process in a patient with Peutz—Jeghers syndrome, which will be of use
to a wide range of pediatric practitioners.
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PeakTuBHbBIE MATOJIOTHYECKUE M3MEHEHUS KPOBU —
CJI0JKHASA TPYIINa COCTOSHUM, TPEOYIOIIUX pacIInupeH-
HO# quddepeHnaIbHON TUaTHOCTUKY CO 3JI0KaUeCTBEeH-
HeiMu HOBooOpasoBanusaMu (3HO). Cpeau peaKTHBHBIX
M3MEHEHUHN BBIJEJAIOT JieKeMoliauble peaknuu (JIP),
peakTHBHbIE TPOMOOIIMTO3bI, BTOPUUHbBIE 9PUTPOIIUTOSHI.

JIP — maTosoruyecKue pPeaKTHUBHBIE COCTOSHUS,
XapaKTepuayoInecsa N3MeHeHNeM KJETOUHOTO COCTaBa
KpoBH, HanomMuHamIue Kaptuny 3HO cucteMbl KpoBU Y
mereit (ocTphIi TuMGOOTACTHBIN JEHKO3, OCTPBIN MHEJIO-
UOHBIN JeIIK03, XPOHUUYECKUN MUEJIOJeK03, IOBEeHUIb-
HBIH MUEJIOMOHOIIUTAPHBIN JIEHKO3 U JIP.), UMEIOII[1e BTO-
PUYHBIA XapaKTep W WHOH IaToTeHe3, BOSHUKAOIINE Ha
dome pasaUUYHBIX 3a00sieBaHUM MHDEKIIMOHHOTO, aJljIep-
TUYecKOro, oHKoJoruueckoro resesa [1, 2]. ITarorenes
JIP ompenensieTcs B IEePBYIO oUepenb 9THOJOTHEH 3a60e-
BaHWs, 1M3-32 KOTOPOTO PA3BUJIOCH PEaKTHUBHOE M3MEHe-
HIUe cocTaBa nmepudepruuecKoil KpoBu.

ITo kmaccupuramuum M.A. Kaccupckoro (1962) B
penaknuu B. [[sryns6erosuua (1992) [3], JIP moxgpasze-
JIAIOTCS HA PeaKINy MUEJOUIHOTO U JUMGMOUIHOTO TUIIA
(puc. 1).

Muenonusie JIP (MJIP) xapakTepu3yioTcs JIEHKO-
muTosom ot 10x109/1 mo 50x109/1, a Takske yBenauue-
HUeM a0COJIIOTHOTO Ymcja HeNTPo(hUIOB B remMorpamme
>8x109/11 co caBUroM JIeHKOIATapHOH (GOPMYJIBI BIEBO,
IpU 9TOM B KPOBU MMEIOTCS BCe IIPOMEKYTOUHBIE (hOPMBI
muesionossa. MJIP moryTr pasBuBaThca Ha (hOHE MHTOK-
CUKAIUY SHAOTEHHOTO U HK30TEHHOTO MPOMCXOMKICHUS,
IpU OHKOJOTHUYECKUX 3a00IeBAHUAX HEreMaTOJOTH-
YecKO# mpuponanl (IPU MeTacTa3MPOBAHUU B KOCTHBIN
MO3T), HO Haubojee yacTas MPUUYUHA — UHPEKIMOHHO-
BOCIIAJINTEIbHbIE 3a00JeBaHuA GaKTepUaJTbHON STUOJIO-
run. IIpu pasBuTuM OGaKTepUATbHON HHOEKIUU IIPO-
WCXOJUT BBHICBOOOKAEHNE BOCHAJIUTENBHBIX IIUTOKHUHOB
(unrepaeiikua 1 — NJI-1, dpaxkTop HEKpo3a OMyXoJeH —
®HO), B pesyJsbTaTe BO3HUKAET CTUMYJIAIUA HPOAYK-
muu T-KiIeTKaMu U CTPOMAJIbHBIMHU KJIETKaMU KOCTHOTO
MO3Ta reMOIIOdTHYECKUX (PAKTOPOB POCTA, YCUIMBAIOTCS
npoaudepanusa u Au@depeHIIUPOBKa KJETOK-IIpesIle-
CTBEHHUKOB I'PAHYJIOIUTOB U YBEJIUUNBAETCSA MPOAYKIIUASA
HeUTPOPUIOB.
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Puc. 1. Tumns! 1efiKeMOUTHBIX PeaKIii (ABTOPCKUI PUCYHOK).

JosunopuabHas JIP (3JIP) xapakrepusyercs yBe-
JIUYeHreM 3503MHOGUJIOB B KpoBHU cBhime 15%. IJIP
MOAPa3aeA0T HAa MaJyi0 S03WHOMUJINI0, IPU KOTOPOM
IPOUCXOAUT yBeJHUeHre 903UHODPMII0B 10 35% , 1 6OJb-
Y0 903UHODUINIO — YBeJIUUYEeHNE 903MHOMDUIOB CBEIIIE
35% . ITocTaTOYHO YacTO STU PEaKI[UU BCTPEUAIOTCA IIPU
uHQEKIUIX MapasuTapHOil dTHOJOTUU (TeJIbMUHTOS3EI,
amebmas, JAMOJIMO03); BPOKAEHHOH (ceMeiiHOIT) 203U-
Hohuauu (CBs3aHa ¢ MyTamueili B xpomocome 5 (q31—
q33) [4]; annepruyecKux peaknuAx; pAne 3abosieBaHUI
KOooKH (TIcopuas, NXTHO03, 9K3eMa); MOTYT OTMEeUYaThCs IPU
0oJIe3HH KOIllaubuX IfapanuH. B ocuose marorenesa JIP,
KaK [PaBWJIO, JIEKUT THUNEPHpOoAyKIusa T-xeamepamu
NJI-5, a Tak:Ke ayTOKPUHHASA CTUMYJIAIUA IyTeM BbIpa-
oorku NJI-1, NJI-5, pakTopa aKTUBAIIUN TPOMOOIUTOB 1
TGF-anbda.

IIpu 6Gaszoduasuoit JIP (BJIP) mpoumcxomuT yBesm-
yeHne abCOJIOTHOTO umcaa 6a3oduaoB B mepupepuye-
ckoit kposu 6oee 0,2x109/1. BJIP y nereit BcTpeuaercs
IOCTaTOYHO peaKo. Bazoduanu MOTyT GBITH 00YCIOBIEHBI
TeYeHUeM sI3BeHHOTO KOJINTa, NHPEKIIMOHHBIM 3a00JeBa-
HUeM, HO HauboJjiee YacTON MPUUYNHON ABJISIOTCA aJljIep-
ruuecKue peakmuu. J[JoCTaTOUHO paCIpPOCTPaHEHHON
npuunHOil 6asoduauu BeicTymaoT IgE-omocpenoBanubie
peaxkuu TUIEePUYYyBCTBUTEAbHOCTU. llocie momamaHus
ajiepreHa B OPraHU3M UYeJI0OBeKa MPOUCXOISAT ero B3au-
mopeiicTsue ¢ IgE-penenropamu Ha memOpaHe 6a30(p1I0B
Cc TocJeAyIoIlell WX AerpaHysasaiiueil, BBICBOOOKIeHUE
rucraMuHa, Jekorpuenos, WUJI-1, NJI-8, NJI-4 (Koro-
pBIii, B CBOIO OUepenb, OKa3bIBaeT IPSAMOE BO3JeiCcTBUE
Ha BIpaboTKy IgE m cmocobGerByeT mposudepanuu TKa-
HEBBIX 0a30(hMJIOB).

IIceBmoGmactuaa JIP (ILJIP) — xkpaiine peaxwuii Tum
JIP, misa KOTOpPOTO XapaKTepHO yBeJuueHune OJacTOB B
KOCTHOM MO3Te, a TaKiKe B mepudepuueckoit Kposu. Kak
MpaBUJIO, MPU HKCCIAEJOBAHUU T'eMOTPAMMBI B CJydYasax
IIJIP ma moxio 6GyiacToB B mepud)epuyecKoil KPOBU IIPH-
xoxurcsa He O0onee 3% . Ilarorenes IIJIP cxox ¢ MJIP,
OCHOBHBIM OTJIMUMEM SABJISETCS THUIIEPIPOAYKIINA 0JIacT-
HBIX KJIETOK B KOCTHOM MO3Te€, C IIOCJIEAYIOIINM BBIX0JA0M
6s1acTOB B IIepu(epuuecKyo KPOBb.

JIumparnueckas JIP (JIJIP) — naunbojee yacThIi THUII
JIP, KOTOpBIf XapaKTepU3yeTCs IIOBBINIIEHWEM YPOBHS
JTUM@OIIUTOB B JeHKOIUTAPHOH hopMyJIe B PAe CAyUaeB
ceoiie 70% . B mepudepuueckoit KpoBU MOTYT OOHA-
PY’KUBaThCSA aTUOUYHBIE (GOPMBI JUMMOIUTOR (IIIUPO-
KOIJIa3MeHHbBIE, ATUMUUYHbIE MOHOHYKJIeapbl, a TaKKe
AUM@OIUTHI ¢ a3ypodUIbHOM 3€pPHUCTOCTHIO). [[aHHBIN
tun JIP Hanbosee yacTo BcTpeuaeTcss Ha OHe BUPYCHOTO
nHMEKIMOHHOT0 3abosieBaHuA (KOPb, KPacHyXa, BeTPs-
Has ocIa, SHTePOBUPYCHAs, aJleHOBUPYycHAasd MHODEKIINH,
BUPYC T'PUIINA, BUPYC Iaparpuiia, BUPYC HOBOI KOPO-
HaBUPYCHOW WMHOEKINU W DAL APYTUX BO30yauUTeJelr).
IIpu TpOHWKHOBEHUM BUpPYyCa B OPraHU3M XO3sSMHA pac-
mOo3HAaeTCA aHTUTEH, KOTODBIII HeceT BUPYC, U IIPOUC-



Tabruua 1

Huddepennuansaaa guaraoctuka JIP u oHKoremaTooruueckux 3adosesannii [9]

Kpurepuu

JleiikeMOMTHBIE PEAKIIUN

OHKOreMaToIoTuuecKmne
3a00I€eBaHUA

Kiunnueckas KapTuHaA

CooTBeTCTByeT OCHOBHOMY 3260 I€BAHUIO

AneMuuecKuil CUHAPOM, reMOpPpParnyecKui
CHUHIPOM, MOYKET ObITh I'elnaTo- u/uian
CILJIEHOMeTaJus, O0II[e CUMIITOMBI
(IoBBIIIIEHNE TeMIIepaTyphl Teja,
¢c1a00CTh, YTOMJISEMOCTD) U AP.

BaacTHbIe KIeTKH B
nepudepuIecKoil KPpoOBU

HesHaunuTeabHOE KOJIMYECTBO OJIACTHBIX
KJIETOK, PeJKO IIpeBhImaeT 3%

MoskeT ObITH 3BHAUUTEIHLHOE YBeJNUeHne
6s1acToB B nepudepuIecKoil KpoBU

Mopdosiorus JeitKoIuTOB

B GosbmmimHCTBE caiyuaeB He U3MeHEHa,
MOKEeT OTMEeUYAaThCs HaJIUUNe
TOKCHUYECKOU 3€PHUCTOCTU

Hespesble 1eHiKOIIUTHI, BOBMOMKHO HAJIUULE
aTUINY, TOKCUYECKON 3€PHUCTOCTH
He 0TMeYaeTcs

Anevus
OTCYTCTBYET

Yazire Bcero cyabo BeIpaskeHa UIN

HocuT nporpeccupymoIuit xapakrep

YpoBeHb TPOMOOIIUTOB

qame BCero ocraeTcd B HOpMe

CHMKeH

KocTHbI MO3T

Tunepriasus JIeMKOIUTaAPHOTO POCTKA
0e3 3JI0KaueCTBEeHHOI TpaHChOpPMaI Iy

BiactHaa meramiasusa KOCTHOTO MO3Ta

Y3U/KT
3a00JI€BaHUIO

W3meHeHUA COOTBETCTBYIOT OCHOBHOMY

Yaime Bcero 0TMe4arTCA yBeJIUUeHe
auM@aTrIecKux y3JjoB,
rernaTo- u/mjIu CIjeHOMeraaus

XoauT axKTuBanug JUMGOIUTOB. B-KIeTKM HAUYWHAIOT
CUHTe3UpOBaTh cleruduyecKue aHTUTeNa, T-Xesmepsl
KOODAVWHUPYIOT MMMYHHBI OTBET IYyTEeM KOHTAKTHBIX
MEXKKJIETOUHBIX B3aMMOJEHCTBUNI C BbIJEJICHIEM B M-
KJIETOUHYIO CPely IUTOKUHOB, KOTOPbIE, B CBOIO OUepe/ b,
CTUMYJIPYIOT BBIPAOOTKY B-KiaeTkamu anTtuTes. B cBoto
ouepens, KJIeTKU, I0PaKeHHbIe BUPYCOM, YHUUTOKAIOTCS
nuroTokcunyeckumu T-mumdornuramu. [JaHHBIN Iporecc
compoBOXKAaeTcs: (DOPMUPOBAHUEM KJIETOK MaMATH [JIs
HanboJiee 66ICTPOTO U 9PHEKTUBHOTO UMMYHHOTO OTBETA
Ipu IMOBTOPHOU BCTpeue ¢ BO30yAuTeaeM. SHAUUTEIbHO
pe:xe JIJIP moryT BosHUKATh 1 Ha (poHe GaKTepUATbHOMN
uH(PEeKIUY, a TAaKKe aJlJIEPIrIYecKUX PeaKI(uil.

Mouonurapuo-makpodaranapaasa JIP (MMJIP)
XapaKTepu3yeTcsi MOHOIIMTO30M B ImepudupedecKoit
kposu >0,8x109/11 u yBelnueHEM YKCIa IPOMOHOIIUTOB
B KOCTHOM Mo3re 6osee 2—4% . MMJIP mo)xeT BOBHUKATH
y [IeTeii ¢ HacJeACTBEHHON (POpPMOUM HEUTPOIeHUU; y
neTeil ¢ XPOHUUYECKUM TpaHyJeMaTo3oM; Hecrmenuduue-
CKUM S3BEHHBIM KOJIUTOM; IIPU CUCTEMHBIX BACKYJIUTaX
U CHCTEeMHBIX 3a00JIeBAHUAX COENUHHUTEJHHON TKAHWU,
a Tak/Ke mpu pAje MHPEKIMOHHBIX 3abojieBaHUil (1ep-
CUHUO03, WH(PEKIMOHHBIA SHAOKAPAUT, BAJOTEKYIIIUH
cercuc, TyoepkyJsaes u ap.). Ilpu nmonamanuu mHGEKIU-
OHHOTO areHTa MaKpodar pacmos3HaeT BHYTPUKJIETOU-
HbIe [IATOTEeHBI OyIarofapsa HAJIUUNIO0 ¥ MUKPOOPTaHU3MOB
IaTOreH-aCCOIMUPOBAHHBIX MOJIEKYJISIPHBIX IaTTEPHOB,
mocJie 4ero MakpodaramMu CUHTE3UPYEeTCH U BBIIEJIAETCS
pAL MeauaTOpoOB BocmajsieHus, Takux kak WUJI-1, WJI-6,
NJI-12, NJI-18, unrepdepon-o, PHO-o u ap., 61arogapsa
uyeMy Pa3BUBAETCS UMMYHHBII OTBET.

ITomumMo peakTUBHBIX (HEOIIYXOJEBBIX) M3MEHEHUH
JIEKOI[UTaPHOTO POCTKA KPOBETBOPEHU A BEIJEIAIOT PEaK-
TUBHBIE TPOMOOIIUTO3EI ¥ BTOPUUHBIE 9PUTPOI[UTOSEI.

PeakTuBHBIE TPOMOOIIMTO3HI — MOBBIIIIEHNE KOJUYE-
crBa TpoMboruTos Gosee 500x109/;1 B mepudepudeckoit
KpoBu. [[aHHBIE COCTOAHUS BO3HUKAIOT IIOCJE MAaCCHUB-
HBIX KPOBOTEUEHUI, IpreMa HeKOTOPBIX JIEKAPCTBEHHBIX
cpencTB (asTpeoHam, medrasuauM, uOynpodeH, agpeHa-

JINH, TJIIOKOKOPTUKOUIBI), Keae304e(UIUTHBIX aHeMU-
YeCKUX COCTOSIHUM, IIOCJIe CIJIEHOKTOMHMU, a TaKKe Ha
¢doHe BOCHAJUTENbHBIX peaknuili (Kak GaKTepHUaIbHOM,
TaKk W BUPYCHOU sTmoJioruu) [5—T7]. YBennueHue umcia
TPOMOOIIMTOB IIPU BOCHAJUTENBHON PEaKIMU CBI3aHO C
NOBBIIIIEHNEM Ipoaudepanui MerakapruolUTOB B OTBET
Ha moBbIIeHue npoaykmuu UJI-1, UJI-3, NJI-6.

BropuuHble SpPUTPOLUTO3bI — IOBBIIIEHUE YPOBHSA
spuTponuToB G6onee 6x1012/71, uame Bcero cBAzaHHOE C
MOBBIIIIEHEM 00PAa30BaAHUS 9PUTPOIIOITUHA B ITOUKAX HA
¢doHEe XPOHUUECKOI TUIIOKCUU. ¥ JeTell JaHHAA IIaTOJIO-
rus BCTpedaeTcs MPU HAIUYUU BPOYKIEHHBIX IIOPOKOB
cepAlia, a TaKyKe PA3JIUUYHBIX TeHETUUYECKUX MeXaHU3-
MOB, BKJIIOUAs MyTallM B I'eHAX OKCHUIATHUBHOTO IyTHU,
C IIOSBJIEHMEM TI'eMOIJIOOMHA, 00JIaJalollero BBICOKUM
CPOJICTBOM K KHCJIOPOAY, 1 MyTaiuu B rene BPMG, us-za
KOTOPOTO IOBBINIAETCS BHIPAGOTKA SPUTPOIOITHUHA, UTO
IPUBOIUT K 9pUTPOIUTO3Y [8].

HuddepeHIaIbHYI0 JUATHOCTUKY JIP Heob6xomumo
IPOBOJUTH C COJIUAHBIMU OHKOJIOTUYECKUMU 3260/ IeBaHU-
MU, KOTOPble MOI'yT METacTa3upPoOBaTh B KOCTHBIN MOST,
HO HamboJiee 4acTo — C OHKOIeMaToJIOTUYeCKuMU 3a00J1e-
BaHUAMU (JI€HK03bI, tuMdomsbl) [9] (Tab. 1).

CurefoBaTeIbHO, TOJHKO KOMILIEKCHAS OLleHKA COCTO-
SAHUSA OOJIBHOTO IIeJUATPOM C IPUBJIEUEHUEM aJlIeproJIo-
ra, UMMYHOJIOTa, UH()EKIMOHNCTA, AePMAaTOoJIOora I03BO-
JINT IPABUJIBHO NHTEPIPETUPOBATH UBMEHEHUSA B KINHU-
YeCKOM cTaTyce U nmepudepudecKoil KpoBu 60JIBLHOTO.

B page ciyuaer JIP 06ycioBieHbl HAIU4YnEM y pebeH-
Ka TeHeTUYeCKUX 3a00JeBaHUI, B YACTHOCTH CUHIpPOMA
HayHa, Ipu KOTOPOM MOTYT HaOJII0AATHCSA TPAH3UTOPHbBIE
peaxkuuu 06JACTHOTO THUIIA, IPU 9TUX PEAKIUSAX OTMeUa-
eTcsAd yBeJUYeHNe KOJIUYecTBa IUPKYJNPYOMUX OJact-
HBIX KJIETOK, UTO CBS3aHO ¢ IpuoOpeTeHHON N-KOHIIeBOMI
MyTamnueil B KJIIOUEBOM reMaTOLOdTUYECKOM reHe (ax-
Topa TpaHcKpuniuu GATAI. JlaHHBIE COCTOSHHUS IIPO-
XOAAT CAMOCTOATEJILHO, 0e3 IPUMeHeHUA JJeKapCTBeHHON
Tepanuu U HauboJiee YacTo KYNUPYIOTCA B TedeHUe 2
Hemenb. [lomumo aToro, getu ¢ cuagpomMoM [layHa nuMeioT




MOBBITITEHHBIN pucK (mpumepHo B 150 pas) pasButus
octporo muengoumHoro Jgeiikosza (OMJI) mo cpaBHEHUIO C
merbMu 6e3 cuHapoma Iayma. IIporcxomuT HapylleHue
KPOBETBOPEHUS IIJIOMA, UTO CBA3AHO C TPUCOMUEH XPOMO-
coMbI 21, B pe3ysibTaTe uero o0ecreunBaeTcsa Uaea bHBIH
KJIeTOUHBINT KOHTEKCT IJIA BTOPOTO dTama TpaHchopma-
IV TEeMOIIOITUUECKUX KJETOK IJI0/a IPUoOpeTeHHBIMU
N-KOHIeBBIMHU YCEKAOIMUMU MyTanuaMu B reue GATAI
¢ o0pasoBaHWeM KJIMHUUYECKOTO CHUHAPOMA TPaH3UTOP-
HOTO aHOMaJibHOTO Muesonos3a (TAM). B To BpeMsa Kak
ooapiuHCcTBO ciayduaeB TAM paspermratoTcs 6e3 OCJIOMK-
HeHU# mo Mepe morepu mytanuu GATAI, oxoao 10%
nereii mMmeroT ocraTrouHble GATAI-MyTaHTHBIE KJIETKH,
KOTOpBIE 3aTeM, Ha TPeThbeM JTale, IPUoOpPeTalT MyTa-
I B JOIIOJHUTEJbHBIX OHKOTeHAX, IPUBOAAIINE K pas-
putuio OMJI [10, 11]. 9To B ouepenwoii pa3 AOKa3bIBaeT
yBeJIMueHre BePOATHOCTH PA3BUTHUA OMyXOoJeH y JeTeii ¢
HaJINUYMeM Pa3JIUUYHbIX T€HeTUUEeCKUX CUHIPOMOB.
Cungpowm Ileiiriia—Erepca (CIIE) — opdannoe 3a60-
JleBaHUe, KOTOPOe HACIeyeTCs II0 ayTOCOMHO-TOMUHAHT-
HOMY THIIy, XapaKTepuayeTcsa 0o0pasoBaHHMEM raMapTo-
MATO3HBIX IIOJIUIIOB, O0OPA3yIOIIUXCA Ha MHPOTAKEHUU
Bcero :keaymouno-gumreunoro (JKKT), mouemosioBoro,
IbIXaTeJbHOTO TpakTa. [loMmuMo aToro, y 60abHEIX ¢ CIIE
TUNEePIUTMEHTUPOBAHHbBIE
MATHA KPAacHOM KaliMbl U KOYKY T'y0, CIUBUCTOM 000JI0UKK
TOJIOCTU PTa, KOKY KUCTEH U CTOI, peke — IMepuaHalb-
HOU 06JIaCTM, KOYKU BEK U CJIUBUCTON OGOJOUKU KOHB-

oTMedaeTCsa JIEHTUTUHO3 —

IOHKTHUBBI, & TaKKe MPeIpaciIooOKeHHOCTh K Pa3BUTHUIO
OHKOJIOTMUEeCKUX 3abosieBanuii, ocoberuo JKKT [12].

Pacnpocrpanennocts CIIE cocrasasier or 1:25 ThIC.
10 1:280 ThIC. HOBOPOXKIEHHBIX.

Passurne CIIE cBsasano ¢ myramueit rena STK11,
KOTOPBINT KOAUPYeT CepuH/TPEOHWHKWHA3y, PacIoJjo-
JKEeHHOTO Ha KOPOTKOM IIjIeue XpoMocoMbI 19 B permone
19p13.3. Myranusa B reae STK11 ob0HapyXuBaeTrcsa B
70-94% cayuyaeB, IpW BTOM MOTYT BCTPEUATHCS HOH-
CeHC-, MHUCCEHC-MYyTalliu, HeOOJIbINe eseIuu/uHCep-
muu, a Takxke Oosbinue genenuu. Ilpumepuno B 50%
ciayuaeB o0pasoBaHUe MyTalliu HOCUT XapakTtep de novo
u B 50% mepemaeTcs 10 ayTOCOMHO-TJOMUHAHTHOMY THUITY
HacaemoBauus [13—16].

Knaunuueckue nposeénenusn CIIE

Hau6onee paHHUM ¥ KIWHUYECKU 3aMETHBIM CUM-
ITOMOM 3a00JieBaHUSA ABJISIETCS JIEHTUTUHO3 IIPenMylie-
CTBEHHO KPaCHOM KaliMbl HUMKHEH I'yObl, MepHuOopaJIbHOMR
obmactu (95% cayuaeB), Koxku Kucrteit m crom (70%
cayuaeB) u Ap. B cBasu ¢ oopasoBanuem moauiioB B JKKT
MOJKET OTMeUaThbCAd KHUITeYHas HemPOXOAUMOCTb, IIO-
SIBUTHCS KPOBBb B KaJie B Pe3YJIbTaTe JKeJyI0UHO-KUIey-
HOTO KPOBOTEUEHWUs, B OOIeM aHaaun3e KPOBU MOIKET
OTMeYaThCsd aHEeMUS.

Huaraoctuueckue kpurepuu CIIE:

1. IBa miau Gojiee TaTOMOP(OJIOTHUECKU TOATBEDIK-
neHHbIX moJsuta [leitTiia—Erepca.

2. JIroOwie mosunbel IlefiTii—Erepca v oTAroOIeHHBIN
cemeilinbiii anamues mo CIIE.

3. XapakTepHasa MUTMeHTaIsd, 3aTparuBaoIias Kpac-
HYIO KaliMy U KOKy T'y0, HOCA, CJIM3UCTHIE 000JIOYKU ITOJIO-
CTU PTA U KOH'BIOHKTUBEI, AHOTEHUTAJIBbHYIO 00/IaCTh, KUCTHI
¥ CTOTIBI, C OTATOIIIEHHBIM ceMeliiHbIM aHamMue3oM 1o CITE.

4. JIro6bie mosunel Ileiiriia—Erepca y mamueHToOB ¢

TUMUAYHON [JIA JAHHOTO CHHAPOMA IMUTMEHTAI[ued KOMKU
¥ CIUBUCTHIX 00oJsiouek [17].

Hannuwme ogHOTO M3 MEePEUYMCIEHHBIX AUATHOCTUYE-
CKUX KPUTEPUEB MO3BOJSAET BhICTaBUTEH Auaruos CIIE.

JaHHBII CUHAPOM MOYKHO IIOATBEDAUTDH IIPU IIOMOIITH
KOHTPACTHOI peHTreHOorpaduu ’KeJyAKa C KMCIIO0Jh30Ba-
HueM 0apueBoil cMecU, YJIbTPAa3BYKOBOTO U SHAOCKOIIU-
YEeCKOT0 MCCIeTOBAHMS, HO OCHOBHBIM METOOM SIBJISETCS
THCTOJIOTUYECKUIT aHaAMW3 IIOJINIIA, YTO ITO3BOJISIET IIPO-
u3BOaUTh AuddepeHINaATbHYI0 JUATHOCTUKY C APYTUMU
HOBOOODA30BAHUAMU, CBOEBPEMEHHO BBIABUTH MAJIUTHU-
3aIUI0 UM HayvaTh JiedeHme. ['eHeTuuecKuil ananus (next
generation sequencing, NGS), B cBoI0 ouepenib, IT03BOJIA-
eT o0HApPYKUTh myTanuio reua STK11.

Knunuuweckoe nabarodenue

IlamuenTra I1., 5 mer. B cenrsadpe 2020 r. mosasu-
JINCH YacThle HOCOBbIE KPOBOTEUEHWUS, IIO IIOBOJY KOTO-
peix B aaBape 2021 r. mpoxoausa cTalioHapHOe JeUeHe
B OT/[IeJIEHUY OTOPUHOJAPUHTOJIOTHY B Pecrry6InKaHCKOMi
IEeTCKOM KJIMHWYECKOH OOJILHUIE II0 MECTY JKUTeJIbCTBa
¢ nquarHosom: «BapuKosHoe pacIIupeHUe BeH HOCOBOM
meperoponku». Ilosyuniaa MeECTHYIO TI'€MOCTATHUUYECKYIO
Tepanuio (reMoCcTaTuuecKoli ry0Koii) U CUCTEMHYIO Tepa-
nuio (TpaHeKcaMoOBOI KucyoToit). IdhdeKT or Tepanuu
yMepeHHbI. B majbHeRIeM IpoaoKaloch aMOyIaTop-
HOe Ha0JIIoIeHNe TIeIUaTPOM II0 MECTY *KUTEIHCTBA.

17.09.2021 pebGeHOK OBLI HAIpaBJEH MeJUATPOM Ha
KOHCYJIbTAIIMI0 K TeMaTOJIOTY IO IOBOAY YaCTBIX HOCO-
BBIX KPOBOTEUEeHMI. I'eMaToJIorOM yCTaHOBJIEH AUATHO3:
«iKenesoneunuraas aneMus JIETKOM CTETIEHU TAKECTH,
CMEINIaHHOTO TeHe3a B IPOIECCe HEePeryJsapHOro Jede-
HUS, PEIUAUBUPYIOI[HE HOCOBble KPOBOTEUEHUA», OBLIO
HasHaueHo JieUeHre IIperaparamMmu Kejesa. 'eMaTosorom
BBISIBJIEHBI TUIEPHUTMEHTHPOBAHHBIE IATHA KPACHOMH
KaiiMbl HUJKHEH T'y0ObI.

Ilo moBOAY HPEAMOJIOKUTENHHOTO AUATHO3a «IIUT-
MEeHTHBIY HEBYC KPACHOM KaliMbl HUKHEI I'yObl» Hallpas-
JeHa Ha KoHcyJabranuio B HUW nmercKoil OHKOJIOTUU U
rematonoruu uMm. JI.A. J[lypuosa HMUIL oukosorum um.
H.H. Bioxuna, rae 19.09.2021 peGeHOK OCMOTpPEH Jep-
maTooHKoJsioroM. Co cjI0B MaTepu pebGeHKa, TUTMEHTHbBIE
IATHA Ha HUJKHeI rybe MOSBUINCH B Bo3pacTe 2 jer. Ha
OCHOBAaHUM OCMOTPa U JAEPMATOCKOIUYECKOTO KCCJIENO0-
BaHUA HEJb3d OBLIO WMCKJIIOUUTEL JIEHTUTHHO3 KPaCHOM
KaifiMbI Ty06 W CJAM3UCTON OOOJIOUKM ITOJIOCTH PTa B paM-
kax CIIE. Pe6eHOK OBl KOHCYJBTHUPOBAaH T'€HETUKOM,
BBITIOJTHEHO BBICOKOIIPOM3BOAUTEIbHOE CEKBEHUPOBAHUE
IOHK (NGS) u o6Hapy:keHa repMHUHAJIbHAd MyTalnus B
reTepo3uroTHOM coctosaumu B reme STKI11, mpusBons-
mas K 3aMeHe aclaparvia Ha JUSUH B mojokenun 181,
B pesyJbTaTe 4yero pebeHKY ycraHoByeH nuaruaos CIIE.
Cemetinniii anamue3 mo CIIE me orsaromen. IIposemen
ceTperanmmMoHHBIN aHAIU3 — O00CJeTOBAHBI POJUTEIU U
cubc TanueHTKMW, MyTallud He o0HapysKeHa. PebGeHOK
OTIIPaBJIEH TIOJ HaOII0JeHNe TTeuaTPa 0 MECTY KUTEJb-
cTBa.

8.10.2021 BOBHHK OuYepPemHON dNMU30J HOCOBOI'O
KPOBOTEUEHUSA IJUTEJBLHOCTHIO 1 u. MammuHoON «CKOpOoi
oMOIIM» Pe6eHOK MOoCTaBJeH B PecnmyOJMKaHCKYIO IeT-
CKYI0 KJIMHUYECKYIO OOJBHUILY, TAe IMalueHTKa ObLia
OCMOTpPeHa OTOPUHOJIADWHTOJIOTOM, IPOU3BeAeHa Tepe-
HAS TaMIOHAJAa JI€BOIl MOJOBUHBI HOCA W B3AT KJIUHU-



Tabauuya 2

Jaunsie anajausa kposu nanuenteu I1. 18—19.10.2021

JaTer HGB PLT WBC Ne
18.10.2021 107r/x 1269x109/x 10,43x109/x 2,2x109%/xn
19.10.2021 90 /1 1329x10%/1 7,43x109/1 2,8x109/n

HGB — remorsooun; PLT — TpomGoriurer; WBC —

yeckui aHanu3 KpoBu. [lo pesysbpraraM reMorpamMMbI
OTMeuaJnch TPOMOOIIUTONE N — TpoMOoruTel 25x109 /1,
aHeMus cpeJHel cTemneHu Taxectu (remorjaobun 77 v/m),
JefikonuTos (neiikonutel 15x109/1), Hefitpodues (Heii-
rpoduaer 7x109/1), 61acTHLIEe KaeTKH cocTaBasaaud 2% .
Tlo 6MOXMMUYECKOMY aHAIN3y KPOBU KJIMHUKO-AUATHO-
CTUYECKUX OTKJOHEHUI OT HOPMBI He OBLIO.

C mopospeHMEM Ha OHKOJOTHUYECKOe 3a0oJieBaHUe
CUCTeMBl KPOBU DPeO0EHOK OBbLI TOCIUTAJIU3UPOBAH B
HMMNIT ouxosoruu um. H.H. Broxuna.

Ha momenTt mocrymienua 18.10.2021 cocrosnue
cpenHeil TaskecTu. Mama pebeHKa NMpembABIAIA 2KAJO-
OBl Ha BBIpAKEHHYIO cjaabocTs y meBouku. IIpm ocmo-
Tpe Ha KOMXHBIX IIOKPOBAaX BEPXHUX WM HUMXKHUX KOHEY-
HOCTeH BU3YyaIU3UPOBAINCH MAJIOYUCIEHHBIE 9JI€MEHTHI
CHII TeMOPPAruYecKOro xapakrepa B CTaJUU perpecca.
B obsacTy KpacHO¥ KaWMBI I'y0 W CJIMSUCTON O0OJIOUKK
IIOJIOCTHU PTa OTMEYaJINCh IIMI'MEHTHbIE IIATHA (J'IeHTI/II‘O),
pasmepom 0,2—-0,4 cM, TEMHO-KOPUUYHEBOTO I[BETA, OKPYT-
JIBIX U HeIPaBUJIbHBIX O‘IepTaHIflﬁ. B JIETKUX ObIXaHUe
BE3UKYJSIPHOE,
XPUIIOB HET. HaHBHaTOpHO OTMEUYaJIUCh IIaXOBbl€ U IIOL-

XOPOIII0 IPOBOAUJIOCH BO BCE OTHEJHI,

YeIIOCTHBIE TuMbaTUuecKre y3Jbl 10 1 ¢cM, MOABUIKHBIE,
2JIaCTUYHON KOHCHUCTEHIIUN, 0e300/Ie3HeHHbIe, He CIasH-
HbIe MeXKIy coboii. IleueHb m cee3eHKa yBeJMUYEHBLI He
OBLIU.

ITo manHBIM aHAMIM30B KpoBU 3a mmepuox ¢ 18.10.2021
mo 19.10.2021 ormeuvasuch aHeMUA JIETKOU CTEIEHU
TAYKECTU, TUIIePTPOMOOIIUTO3. BilacTHRIX KJIETOK B IIepU-
depuueckoM aHaIU3€e KPOBU He 0OHAPYKeHO (Tabiu. 2).

C 1menpl0 MCKJIIOUEHUA 3J0KAYECTBEHHOTO 3aboJe-
BaHUA IIPOBeAeHa IYHKIMA KOCTHOI'O MoOJ3ra. HyHKTaT
O0amiKe K CPeJHEKJIEeTOUYHOMY, HoIuMOop(dHEbI. BiacTHbie
kiaetku 2,2% , KOJMYeCcTBO JUMMOIIUTOB YBEJIUYEHO —
35,4% . T'pamysonuTapHbBIi POCTOK CYKEH M COCTaB-
nsan 38% , mpeobiaganu 3pesbie GOPMBI. OPUTPOUTLHBIN
PoCcTOK ymenbIteH a0 14,6% .

B pamkax noobcsenoBanusa BeinoaHeHO ¥ 3U oprasos
MaJIoro Tas3a, OPIOIITHON IIOJIOCTY M 3a0pPIOIIMHHOIO IPO-
CTPAHCTBA — JOIOJHUTEJIBHOTO 00beMHOTO 00pa30BaHUA,
YBeJIUUYEeHHBIX TUMGPATUUECKUX Y3JI0B He 00HADPYKEHO.

YuureiBaa Hamuuume y peberxa CIIE, 25.10.2021
BBITIOJIHEHBI d30(paroracrpoayogenockonua (IIC),
ToTajdbHasA KoJoHockonus. Ilo mamusim II'JIC, B Teie
JKeJIyIKa ONpeNesIsAUCh SIUTeInaJbHble 00pa3oBaHUA
Ha INMHPOKOM OCHOBaHUM pasmepamu orT 4 no 13 MM B
nuaMerpe, IPU OCMOTPE B Y3KOCIEKTPAJIbHOM DE)KUMe —
KapTUHA TUIIEePIIaCTUUYECKON ITepecTpoiiku (puc. 2 u 3),
MHOKEeCTBEHHBIEe 9DO3UU B AHTPAJIHHOM OTAeJe JKeayaKa,
a TaKk/Ke eNWHUYHOE SIUTeIraIbHOe 00pasoBaHUe IBe-
HaqUaTUIEepCTHON KUKy (puc. 4 u 5). B TosicToit Kumike
OpPraHWYeCcKO! NaTOJIOTMM He BBIABJIEHO. 13 Hambosee
KPYIHBIX SIUTEINATIbHBIX 00PAa30BaHUU Teja JKesIyaKa

JeKonuThl; Ne — HeHTPOQUIIBI.

BBITIOJIHEeHA IunIoBasa ouoncus. Ilo ganabiM MOpPdoI0-
THYECKOTO UCCJIeJOBAHUSA — TUIEPIIACTUYECKE ITOIUITBI
TeJa JKeJaygKa, TuMGOUAHAA I'UIePIIasnud KelyIKa.
26.10.2021 ormeuanoch pasBuUTHE HHOMEKIINOHHOTO
CHUHAPOMA: CYXO¥l KallleJb, IIOBBIIIIEHWE TEMIIePaATyPhI

Puc. 2. PesyasraTtsl IT'IC Habar0maeMo0ii NaMeHTKH: TUIIeD-
MJaCTUYECKUI TOJIMII Ha IIMPOKOM OCHOBAaHWU, paclojara-
IOIIUIICA II0 IlepefHell CTeHKe B BePXHEN TPeTHu Teja KeJyn-
Ka (ocMoTp B 0OesoM cBere 0e3 yBeJIUUEHUSA), COCYAUCTHIN
PHUCYHOK OIIpeJeJsieTCsI B BUJE M30JUPOBAHHBIX KPYKEBHBIX
COCY/IOB, XapaKTEPHBIX IJIs MUIEPIIaCTUYECKUX U3MEHEHUN
CJIIMBUCTOM 000JIOUKY JKeTyLKa, pasMep I'UIepIIaCTUIeCKOTO
noJinna 1,3 cMm.

Puc. 3. Pesyasratsi IT'[C Habar0maeMoii mayueHTKN: TUIIep-
ILIACTUYECKUH IIOJHI Ha IITUPOKOM OCHOBAHUY, PACIIOJIAraio-
IUACA 0 IMepeJHell CTeHKe B BePXHEHM TPeTH Teja KelyaKa
(ocMOTP B Y3KOCIEKTPaJbHOM peXuMe 0e3 yBeJIUYeHUs:d),
COCYIUCTBIM PUCYHOK OIPEAENAeTCA B BULE M30JIUPOBAHHBIX
KPYKEBHBIX COCY/JOB, XaPaKTEPHBIX [JJIsI IUIIE€PILIACTUIECKIX
VBMEHEHWH! CAUBUCTON OGOJIOUKM KEJYyIKAa, KOTODPhIEe dyeTde
BU3YAJIU3UPYIOTCA IPUA OCMOTPE B Y3KOM CIIEKTDPE CBETa; pas-
Mep TUIlepIIacTu4YecKoro moJumna 1,3 cm.
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Tesna xo pedbpuasabix 3HaueHui (380 C). IIpoBenena Kom-
neiorepHada Tomorpadusa (KT) opranoB rpymHoil KieT-
KU, [0 pe3yJbTaTaM KOTOPOM B JIErKUX OOHADPYIKEHBI
MHOKECTBEHHbBIE YYACTKM WH(MUIbBTPAIUN, IPEUMYIIe-
CTBEHHO B HUJKHHUX OTZeJaX 000UX JIETKUX C yUaCTKAMU
MOHWKEHHOM BO3AYIIHOCTHU II0 TUIIY «MAaTOBOI'O CTEKJIA»,
YTO CBHUIETEJIbCTBOBAJIO O ABYCTOPOHHEN ITHEBMOHWU.
TIpoBoguIM MIPOTUBOMUKPOOHYIO TEPAIWIO: IIUIIEePAIITII-
auH/TazobaktaM us3 pacuera 90 Mr/Kr 4 p/cyT ; aMHKa-
uuH 15 Mr/Kr 1 p/cyT ; GaykoHasos 12 Mr/Kr Harpy304-
Hasd gosa B 1-i neHs, gajgee 6 mr/Kr 1 p/cyr. ¢ 26.11.2021
mo 6.12.2021.

HocTurayTa MOJOMKUTEIbHAS NUHAMUKA B TeUEHUU
IMTHEeBMOHUY 110 KANHUYECKUM 1 MHCTPYMEHTAJIbHBIM JaH-
HBIM. 3.12.2021 mo pesyabsraTam KT ouarosbie 1 MHOUIb-
TpaTUBHbIE M3MEHEHUs B JIETKUX He ONpPeNesaInch. 3a
BpeMs CTAI[MOHAPHOI'O JIeUeH s Ha0JII0aIach TeH eI
K HODMaJM3alluyi reMorpamMMbl. K MOMEHTY BBINIUCKHU B
KJIMHUYECKOM aHaju3e MepudepuyecKoil KPOBU: IeMo-
rao6un 107 r/m1, TpomGomuTsl 586x109/1, NeHKOIUTHI
4,36x109/1, meiirpoduasr 1,1x109/1. Bo Bpemsa Bceit
FOCHUTANUBANUY PeGEeHOK MPOLOJIKAJ IOJIyUaTh JKejesa
(III) ruApPOKCUL ITOJIUMATIBTO3aT B BO3PACTHOM J03UPOBKE
40 xamesb 1 pas B CyTKHU.

VuurbiBas cTabUIbHOE COCTOSHUE HAI[eHTKU, OTCYT-
CTBUE JAaHHBIX 38 OHKOreMAaToJIOruuecKoe 3aboJieBaHue,
BBIMIKCAHA 10 MECTY KUTEJIbCTBA I0J HAOJ0JeHNe TeIu-
aTpa, IeTCKOr0 OHKOJIOra-reMaTojiora. PeKOMeHIOBAHO
npomo/KuTh npuem skesnesa (III) rugpokcu moanMab-
TO3aT B BO3PACTHOH! A0O3MPOBKE, KOHTPOJL OOIIEro aHa-
aus3a KpoBu 1 pas B Hemesio, Y3 opraHoB OpIOIIHOMN
[IOJIOCTHU Yepes 2 HeJesn.

B X0/ AMHAMUYECKOTr0 HAOIIONEHNA 3a MaIeHTKON
Ha 1.02.2023 KIMHUUYECKUIT CTATyC U ITIOKAa3aTeJIu 00IIero
aHa/IM3a KPOBU 0e3 MaTOoJOTMYECKUX OTKJIOHEHUM.

O6cy:xxmeHne

PeaKTUBHBIE U3MEHEHUS KPOBU TPAAUIMOHHO SBJISA-
IOTCA CJIOKHBIMU KJIMHUKO-JIa00PATOPHBIMU COCTOSIHUS-
MU B IpaKTHUKe neauaTpa. Heobxogum TIaTeabHbIi cO0p
aHaMHesa, JeTaJbHbIM KJINHUYECKU OCMOTD MaIlueHTa ¢
NIPUBJIEYEHNEM CMEKHBIX CIIeI[NAJNCTOB. B mpeacrasieH-
HOM KJIMHUYECKOM HAOJIOJEHUM y MAIUeHTKHU B O0IIeM
aHa/IM3e KPOBU OTMEUAJIOCh U3MEHEHUe MToKasaTesei 1o
TPeM POCTKaM KDPOBETBOPEHWs, & MMEHHO: TPOMOOIu-
romerus IV cremenu (Tpomborutel 25x109/1), anemus
cpefHel CTemeHU TsaMKecTu — remoraobus (77 r/i), jei-
komuTo3 (eikonuTer 15x109/1), Heiitpoduies (HeHTPO-
duasl 7x109/71), 61acT03 2% . YUNTHIBAsS U3MeHEHHUA B
o0IeM aHaaM3e KPOBU U KJIMHUYECKUE NaHHbIe (HaIu-
Yye CUMIITOMOB MHTOKCUKAIIUY, FeMOPParnyecKas ChIlb
Ha Tejie), OBLI 3aII0L03PEH OCTPBIN JIEHKO3, MPOBeAeHAa
MYHKIUSA KOCTHOTO MO3Ta, II0 Pe3yJbTaTaM KOTOPO OIry-
X0JIeBoe 3a00JIeBaHNE CUCTEMbI KPOBU OBLIO MCKJIOUEHO.
B X071 KOMILIEKCHOTO 00C/IeloBaHNs ObLIa JUATHOCTHUPO-
BaHA JBYCTOPOHHSSA THEBMOHUS, IPUBEAIIAT K PEaKTUB-
HBIM M3MEHEHUSAM IeMOrDAMMBI: T'MIIEPTPOMOOIUTO3 10
1329x109/1. Tloce IPOTHBOMUKPOOHOI Tepamuu, IoJ-
HOM PEeAYKIWK ABYCTOPOHHEH ITHEBMOHUM ITOCTEIEHHO
MIPOMCXOANJIa HOPMAJIU3a A KapTUHbI KpoBu. Hanuuue
y pebeHKa XapaKTePHBIX MUTMEHTHBIX ATHEH (JEHTUTO)
B 00J1aCTH KpacHOM KalMbl T'y6 ¥ CIMBUCTOH O0OJOUKU

Puc. 4. PesyasraTel ITIC Haba0MaeMo0il MaueHTKH: TUIIep-
ILIACTUYECKUH TIOJUI Ha IIINPOKOM OCHOBAHUY, PACIIOJIATAI0-
muiicss B BEPTUKAJIBLHOM OT/elle ABeHAAATUIIEPCTHON KUK
(ocmoTp B GesroM cBeTe 6e3 yBeIMUYEHU:), pasMep THIlepILIa-
CTUYECKOro moauna 4 Mm.

Puc. 5. PesyasraTtsi IT'IC Habar0maeMoii manyueHTKN: TUIIeP-
IIACTUYECKUI OJUI Ha IITUPOKOM OCHOBAHUM, PACIIOJIAraio-
mIuiicsa B BEPTUKAJIBLHOM OTZeJIEe ABEHAIIATUIIEPCTHON KUIITKI
(oCMOTD B Y3KOCIIEKTPAJIHLHOM PeyKuMe 0e3 yBeJInUeHns), pas-

MEDP I'MIepIrijiaCTu4YeCKOro ImojaunIa 4 MM.

moJsioctu pra pasmepom 0,2—0,4 cM, TEeMHO-KOPUYHEBOTO
I[BeTa, OKPYIJILIX 1 HeIIPaBUJIbHBIX OUePTAHUH, TO3BOJIU-
g0 3anmozmo3putsk CITE. Ilocsie mooGeiefoBaHus, COTJIACHO
IUArHOCTUUYECKUM KPUTEPUAM, a TAKIKe YUUThIBAS HAJM-
yre repMUHAJIBHOM MYTAIluU B I'eTE€PO3UTOTHOM COCTOS-
Huu B rede STK11, ycranosien guaraos CIIE.

Hanuune monunoB JKKT omacHO B OTHOINIEHUU pPas-
BUTHUSA OCTPOI XMPYPrAUeCKOil IIaTOJOTMM — WHBaruWHA-
UM, KPOBOTEUEHUs, BOCIAJUTEIBHOTO IIpOIlecca. OTO
ompeesisgeT He0OXO0UMOCTh JUHAMUYECKOTO HAOII0AeHUA
TacTPOHTEPOJIOTa, KOHTPOJBHBIX obciemoBanmuii (SIIC,
KosioHockonuu). Ilo moctu:kenuu 18-j1eTHero Bospacrta y
namnuentoB ¢ CIIE BospacTaeT pHUCK pasBUTHUA 3JIOKade-
crBeHHBIX onyxoJeil JKKT, ANUHUKOB, MAaTKMU, MOJIOYHBIX
JKeJies, oI KeIyJOUHO Keesbl, aundek [18, 19]. B cBasu
C 9TUM HeoOXOqUMO JUHAMUUECKOe HaOJIIofeHue 3a malu-
earamu ¢ CITE B Teuenue Bcell »KU3HU 1)1 CBOEBPEMEHHOI'0
BBISIBJIEHUS OHKOJIOTUYECKOTO 3a00JIeBAHUSA U JIE€UECHU .

HeTsam ¢ poskaeHUA IPOBOSAT ocMOTp 1 ¥ 3U sauuer
1 pas B 2 rofa (Ipu HATUYUHU KINHUYECKUX ITOKA3aHUH —




yaiie); He MO3/Hee Bo3pacTa 8 JjieT (B OMMCAHHOM CJIydyae —
HaYMHASA C D JeT) IOKAa3aHO WCCJIEJOBAHUE COCTOSTHUS
KT — BermmoauanT II'IC, peKTOCUTMOKOJOHOCKOINIO
(Ip# OTCYTCTBUY IIOJUIIOB HCCJELOBAHUSA IIOBTOPSIOT
Kakabple 2—3 rofa; mpu OOHAPYKEeHUU IMOJUIIOB — KaK-
Able 6 MeCAILleB; IIPU OTCYTCTBUU IIOJIUIIOB, HO C '€HETH-
yecku noaTBep:kaeHHbIM CIIE — kamabie 1-2 roga). C 13
JIET TPOBOJAT OCMOTD U IMAJbIAIUI0 MOJIOYHBIX JKejes,
HanreHTOK ocMaTpuBaeT runexoJor [18, 20].

3akaouyeHue

B mepmarpuueckoil, remMaToJOTUYECKON W OHKOJIO-
ruuecKoil mpakTuke Heobxomauma auddepeHuaIbHas
OUarHOCTHUKAa PeaKTUBHBIX cocTosgHuit KpoBu u 3HO,
IITOGLI CBOE€BPEMEHHO YCTAHOBUTH JUATrHO3 1 HAYATH JIeue-
HUE COTJIACHO OCHOBHOMY 3a00JIeBaHUIO.

3HaHVe reHeTUYeCKUX CUHAPOMOB, IIpeapacroJjiara-
omux K passutuio SHO, — ycaoBue paHHeH TUarHOCTUKY
3JIOKAUECTBEHHBIX OIyXoJiell u ux npoduaakturu. IIpu
nomosperuu Ha CIIE Heobxommma KOHCYJIbTAIUA TeHe-
THKA, & IPU HOATBED)KJEHUN AMArHO3a — HaOIqeHue
racTpodHTEPOJIOra M OHKoJora. TaKike IpU yCTaHOBJIE-
HUU ANArHO3a IPOBOAAT MEJUKO-TEHETUUYECKOe KOHCYJIb-
TUPOBaHUE POAUTEJel pebeHKa, ITIOCKOJIbKY 3a00JeBaHIe
YaCTO HACJIEAYETCH [0 ayTOCOMHO-IOMWHAHTHOMY THUIY,
YTO CJIEAYeT YUUTHIBATDH IPU IJIAHNPOBAHUM CJIENYIOIet
0epeMeHHOCTH.
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